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12  th  Floor  Scaife  Hall 
Schools  of  Health  Professions 
University  of  Pittsburgh 
Pittsburgh,  Pennsylvania  152  61 

April  11,  1973 


To  the  Honorable  Milton  J . Shapp 
Governor  of  the  Commonwealth 
of  Pennsylvania 
and 

To  the  Honorable  K,  Leroy  Irvis 
Minority  Whip  and  Member 
of  the  General  Assembly  of 
the  Commonwealth  of 
Pennsylvania 

Gentlemen: 

The  Irvis  Committee  on  Sickle  Cel]  Anemia,  a member  body  of 
the  Governor's  Health  Task  Force,  is  honored  to  present  the  first  re- 
port on  Planning  for  Sickle  Cell  Anemia  in  Pennsylvania „ 

The  Committee  has  devoted  fourteen  months  to  the  study  of 
sickle  cell  anemia  in  the  Commonwealth;  one  month  less  than  the 
fifteen  months  projected  to  complete  the  study.  Twenty-four  persons 
have  served  on  our  six  task  forces  and  seven  have  served  as  resource 
persons.  The  study  was  done  at  no  cost  to  the  Commonwealth.  To 
our  knowledge,  no  other  state  in  the  United  States  yet  has  undertaken 
a comprehensive  study  on  sickle  cell  anemia . 

The  Committee  believes  that  the  proposed  plan  which  follows 
is  responsive  to  the  needs  of  the  Commonwealth  and  that  its  recom- 
mendations should  be  implemented  by  the  administration  and  legis- 
lature of  the  Commonwealth.  As  stated  in  the  report,  members  of  the 
Irvis  Committee  on  Sickle  Cell  Anemia  stand  ready  to  assist  the 
Governor  and  General  Assembly  in  any  capacity. 


Yours  sincerely 
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William  R.  Montgomery  (/  // 

Chairman 

Irvis  Committee  on  Sickle  Cell  Anemia 
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FOREWORD 


On  behalf  of  the  Irvis  Committee  on  Sickle  Cell  Anemia,  it  is  my 
privilege  to  present  to  the  Honorable  Milton  J.  Shapp,  Governor  of  the 
Commonwealth  of  Pennsylvania,  and  to  the  Honorable  K.  Leroy  Irvis, 
Member,  House  of  Representatives,  Commonwealth  of  Pennsylvania, 
this  report.  The  report  is  the  result  of  fourteen  months  work  conducted 
between  February  9,  1972  and  April  25,  1973  , by  a group  of  interested 
professional  and  lay  citizens  to  assist  the  Commonwealth  of  Pennsyl- 
vania to  confront  the  challenge  of  the  problems  and  concerns  manifested 
by  many  about  sickle  cell  anemia. 

The  study  report  will  reveal  the  extent  of  the  problem,  the  intrica- 
cies and  extent  of  involvement  and  the  need  for  a coordinated  effort  be- 
ginning at  the  state  level,  to  offer  guidance  and  direction  for  planning 
programs  about  sickle  cell  anemia.  We  are  fully  aware  of  the  complexi- 
ties and  complications  that  will  be  posed  by  these  revelations. 

The  report  is  a call  to  action — for  government;  public  and  voluntary 
health,  education  and  welfare  agencies;  and  the  citizentry.  It  is  impera- 
tive that  the  recommendations  of  the  Committee  be  implemented  immedi- 
ately. 

The  effort  to  study  facets  of  sickle  cell  anemia  and  to  prepare  this 
report  has  been  a tremendous  investment  in  time  and  money  by  the  mem- 
bers of  the  Irvis  Committee  on  Sickle  Cell  Anemia.  For  this  has  been  a 


■Ljudy,  that  we  have  done  ourselves.  This  tremendous  enterprise  involved 


all  professional  and  lay  members  of  the  Committee,  who  participated 
in  numerous  meetings  at  their  own  expense  or  at  the  expense  of  the 
agencies  or  institutions  for  which  they  are  employed.  The  individual 
and  collective  interest  of  the  members  of  the  Committee  hopefully  was 
to  bring  some  order  out  of  the  chaos  which  exists  concerning  sickle 
cell  anemia.  The  report  represents  a culminating  synthesis  of  this 
intere  st . 

In  preparing  the  report,  the  Irvis  Committee  on  Sickle  Cell  Anemia 
has  reviewed  existing  literature  on  sickle  cell  anemia;  interviewed  lay 
and  professional  people  on  local  and  national  levels  interested  in  sickle 
cell  anemia;  heard  presentations  given  by  experts  in  the  field;  and  con- 
ducted surveys  to  accumulate  its  information  and  to  arrive  at  its  con- 
clusions and  recommendations.  The  Irvis  Committee  on  Sickle  Cell 
Anemia  does  not  claim  to  have  produced  a definitive  work,  but  one  to 
fill  a critical  void  which  currently  exists.  The  result  is  an  analysis  of 
sickle  cell  anemia  in  Pennsylvania. 

The  report  in  no  way  purports  to  be  judicial  but  does  acknowledge 
that  it  is  a syllogistic  argumentation  of  a pioneering  investigation  and 
should  command  the  support  of  the  Governor's  Office,  the  Legislature 
and  the  public,  having  been  prepared  by  competent  and  capable  pro- 
fessional and  lay  members  of  the  Commonwealth.  The  document  is 
bound  to  excite  considerable  discussion  for  the  Committee  will  have 
mailed  if  its  report  does  not  provoke  discussion. 


Finally,  I should  like  to  add  that  the  great  devotion  to  combating 
sickle  cell  anemia  and  to  human  values  by  each  member  of  the  Irvis 
Committee  on  Sickle  Cell  Anemia,  as  well  as  by  my  secretary,  and 
the  Public  Relations  Department  of  the  Vice  Chancellor's  Office, 
Schools  of  Health  Professions,  University  of  Pittsburgh,  is  viewed  by 
the  Chairman  as  a strong  motivating  force  in  the  preparation  of  the 
report.  Collectively,  the  Task  Committee  report  displays  a fine  com- 
bination of  analytical  power  and  institutional  insight  in  an  extremely 
controverted  area.  The  report  stands  out  as  a monument  to  intellectual 
honesty,  fine  scholarship  and  objective  presentation. 


William  R.  Montgomery 
Chairman 
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NATURE  OF  THE  PROBLEM 


Chronic  illness  already  is  America's  number  one  health  problem 
and  as  new  treatments  are  developed,  the  lives  of  persons  with  chronic 
illnesses  will  be  extended  further  magnifing  the  problem.  Progress  in 
extending  life  expectancy  has  been  a direct  result  of  strong  financial, 
private  and  public  support  for  research  and  demonstration  programs. 

While  many  nationwide  organizations  supporting  specific  disease  enti- 
ties have  received  broad-based  financial  support  from  the  public,  sickle 
cell  anemia  has  experienced  very  little  support.  Local  groups  have  been 
organized  to  dramatize  the  need  for  care  of  the  sickle  cell  patient  and 
some  research  has  and  is  being  done  on  sickle  cell  anemia. 

"Sickle  cell  anemia  is  a major  health  problem  of  black  people  in 
Africa,  South  America , Latin  America , the  West  Indies  and  the  United 
States.  In  the  United  States,  about  1 out  of  every  10  black  Americans 
has  sickle  cell  trait  and  about  1 out  of  400  has  sickle  cell  anemia.  But 
sickle  cell  anemia  is  not  confined  to  black  people.  It  is  also  found  in 
some  racial  groups  who  live  around  the  Mediterranean  Sea.  For  example, 
it  is  found  in  some  Greeks,  Italians,  Sicilians  and  Turks.  The  reason 
African  and  other  peoples  who  live  in  that  area  have  sickling  appears  to 
be  related  to  malaria.  Although  having  sickle  cell  trait  is  beneficial  in 
areas  where  malaria  is  a problem.  Individuals  with  sickle  cell  trait  are 
resistant  to  malaria;  they  do  not  get  it  as  frequently  as  normal  individuals 
but  if  they  do  get  malaria  they  do  not  die  as  frequently . 


Charles  F.  Whitten,  Highlights  of  the  Sickle  Cell  Story,  National 
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"Sickle  cell  anemia  or  sickle  cell  trait  can  only  be  inherited.  Genes 
in  the  sperm  and  egg  are  responsible  for  what  we  look  like  they  al  de- 
termine the  type  of  hemoglobin  we  will  have  in  our  red  blood  cells*  If 
the  baby  is  formed  from  a sperm  that  can'ies  the  gene  or  message  for 
normal  hemoglobin  the  baby's  red  cells  will  have  all  normal  hemoglobin. 

If  the  baby  is  formed  from  a sperm  and  an  egg  both  of  which  carry  the 
gene  for  sickle  hemoglobin,  the  red  cells  will  have  all  sickle  hemoglobin 
and  the  baby  will  have  sickle  cell  anemia.  But  if  the  baby  is  formed  from 
sperm  which  carries  the  gene  for  normal  hemoglobin  and  an  egg  which 
carries  the  gene  for  sickle  hemoglobin,  or  a sperm  that  carries  the  gene 
for  sickle  hemoglobin  and  egg  which  carries  the  gene  for  normal  hemoglo- 
bin, then  half  of  the  hemoglobin  will  be  normal  and  half  will  be  sickle. 
This  baby  will  have  the  sickle  cell  trait. 

The  approach  to  planning  and  providing  services  to  patients  and 
families  of  sickle  cell  anemics  while  quite  limited  has  been  done  in  a 
piecemeal  manner,  resulting  in  duplication,  overlapping  and  disorgani- 
zation. Additionally,  throughout  the  State,  there  has  been  an  increase 
:n  the  interest  of  numerous  agencies  and  organizations  toward  develop- 
ing education,  screening  and  counseling  programs  about  sickle  cell 
anemia.  This  unusual  interest  manifested  by  so  many  individuals  and 
'-■;^aps  to  develop  programs  on  education,  screening  and  counseling  on 
~*ckle  cell  anemia  has  resulted  in  a plethora  of  misinformation  being 
uPon  the  community. 


Ibid . 


PP.  2-3. 
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There  is  little  known  of  the  theoretical  framework  and  the  practical 
application  of  knowledge  toward  aiding  the  sickle  cell  anemia  patient 
or  counseling  the  sickle  cell  trait  client.  Currently,  there  is  not  suffi- 
cient information  to  provide  supportive  services  for  the  numerous  coun- 
seling programs  that  exist  throughout  the  State.  There  are  no  standards, 
guidelines  or  regulations  governing  what  should  or  should  not  be  done 
in  the  provision  of  each  service. 

While  it  is  commendable  that  the  federal  government  has  developed 
an  interest  in  sickle  cell  anemia,  there  is  little  question  that  an  availa- 
bility of  federal  funds  will  markedly  contribute  to  a further  fragmentation 
of  programs  and  a compounding  of  the  existing  problems  of  inadequate 
education,  screening,  and  counseling  programs  that  have  emerged  in  our 
communities.  Despite  the  obvious  effect  of  thrusting  massive  screening 
programs  upon  Black  communities  throughout  the  State  and  the  lack  of 
understanding  of  the  psycho-social  impact  upon  the  community  and  upon 
family  and  individual  stability,  many  local  groups  have  seized  upon  sickle 
cell  anemia  as  the  "new  ghetto  hustle"  with  the  goal  to  "rip  off  money". 
Ostensibly,  funds  are  being  solicited  for  the  benefit  of  "striking  out  the 
deadly  disease  — sickle  cell  anemia"  by  many  groups  and  organizations 
throughout  our  State.  Government,  corporations,  organizations  and  in- 
dividuals donate  substantial  contributions  to  local  groups  and  institutions 
without  regard  for  the  negative  impact  and  implicit  destructiveness  of 
screening  programs  or  an  accountability  in  the  use  of  the  funds. 
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Emphasis  on  mass  screening  for  sickle  cell  trait  indeed  is  a problem. 
Deep  seated  psycho-social  problems  may  emerge  due  to  family  disrup- 
tion, job  loss,  insurance  policy  cancellations;  assignment  of  other  phys- 
ical problems  to  sickle  cell  anemia;  and  public  exposure  of  information 
about  persons  with  sickle  cell  trait.  Clearly,  there  is  a need  for  a re- 
examination of  the  purposes  and  the  objectives  of  education,  screening, 
and  counseling  programs  because  of  the  above. 

For  many  years  concern  has  been  expressed  regarding  the  inadequate 
services  furnished  to  children  with  sickle  cell  anemia.  Questions  have 
been  raised  about  the  high  costs  of  medical  care  for  children  afflicted 
with  the  disease;  the  lack  of  documented  information  on  the  cost  of  medi- 
cal care,  rehabilitation  and  screening  programs,  the  need  for  supportive 
services  for  the  patient  and  his  family;  community  resources  requisite  to 
provide  a program  of  comprehensive  patient  care;  and  the  adequacy  of  ed- 
ucational programs  on  sickle  cell  anemia  for  the  community. 

Sickle  cell  anemia  is  no  different  than  many  other  diseases  that  handi- 
cap children.  Advances  in  medical  science  mean  a longer  life,  and  chronic 
complications  will  continue  to  affect  the  patient  as  long  as  he  or  she  might 
live.  The  sickle  cell  anemia  patients'  illness  currently  cannot  be  cured  or 
arrested.  They  must  learn  to  adjust  and  live  with  their  condition  for  the 
•duration  of  their  lives.  They  will  worry  about  the  frequency  of  illness; 
--‘.tinuing  their  education,  and  their  capability  to  work,  to  earn  an  income 
0r  to  learn  a trade . 


The  sickle  cell  anemia  patient  needs  a wide  range  of  facilities 
and  services  from  professionals,  technicians,  and  paraprofessionals  , 
providing  continuity  of  care.  Sickle  cell  anemia  is  a long-term  illness 
and  with  few  services  currently  available  to  the  patient  and  his  family, 
increasing  cnronicity  of  the  illness  results.  The  family,  the  community, 
and  most  specifically  the  Commonwealth,  must  assume  financial  respon- 
sibility for  care  of  sickle  cell  anemics. 

Accordingly,  the  Irvis  Committee  on  Sickle  Cell  Anemia  was  created 
and  charged  with  the  responsibility  to  develop  a report  and  recommenda- 
tions for  the  planning  for  Sickle  Cell  Anemia  in  the  Commonwealth  of 


Pennsylvania.  (See  Appendix  I) 
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EDUCATION/COMMUNICATIONS 

RECOMMENDATIONS 

1.  It  is  recommended  that  a State  Commission  be  created  to 
coordinate  sickle  cell  anemia  programs  in  Pennsylvania. 

2.  It  is  recommended  that  Regional  Sickle  Cell  Anemia  Centers 
be  established  which  would  provide  consultative  and  educa- 
tional services  to  small  sickle  cell  projects  in  their  respec- 
tive areas . 

3.  It  further  is  recommended  that  a handbook  be  developed 
with  guidelines  for  planning,  organizing,  operating,  and 
evaluating  sickle  cell  anemia  programs  by  public  and  vol- 
untary organizations  in  the  Commonwealth. 

4.  The  Task  Force  recommends  that,  in  addition  to  a review 
committee  and  handbook,  effective  use  should  be  made  of 
the  Division  of  Public  Health  Education  of  the  Pennsylvania 
Department  of  Health  in  cooperation  with  local  sickle  cell 
anemia  groups  to  convey  to  the  public  through  the  various 
communications  media  accurate  information  about  sickle 
cell  anemia  „ 

5.  The  Task  Force  was  concerned  at  the  lack  of  specific  train- 
ing programs  for  persons  working  in  sickle  cell  anemia  pro- 
jects. Even  more  alarming  was  the  recognition  that  there  is 
a dearth  of  persons  in  Pennsylvania  qualified  to  conduct 
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such  training  programs.  It  is  recommended,  therefore, 
that  in  cooperation  with  the  National  Association  for 
Sickle  Cell  Anemia,  Inc.,  a training  program  be  de- 
veloped that  will  provide  the  necessary  qualified  per- 
sonnel to  direct  state  and  local  training  programs  in 
the  Commonwealth  of  Pennsylvania. 

6.  It  also  is  recommended  that  regional  workshops  be 
conducted  for  public  and  voluntary  workers,  as  well 
as  for  members  of  business  and  industry,  to  convey 
accurate  information  about  sickle  cell  anemia. 

7.  It  is  recommended  that  scholarships  be  established 
for  the  training  of  professionals  who  would  provide 
services  in  the  field  of  sickle  cell  anemia. 

8.  The  Task  Force  on  Education/Communications  recommends 
that  research  that  is  properly  planned  and  organized  with 
community  awareness  be  conducted  on  sickle  cell  anemia. 

9.  Finally,  although  many  of  the  recommendations  of  the 
Task  Committee  on  Education/Communications  will  not 
require  additional  legislation,  the  Task  Force  strongly 
recommends  that  where  necessary  regulations  be  designed 
to  implement  the  recommendations  of  the  Education/Com- 


munications Committee. 
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E DU  CATIO  N/CO  M MU  NI  CAT  IO  N S 

The  following  operational  definitions  are  presented  as  those 
which  were  used  by  the  Education/Communications  Task  Force  in 
carrying  out  its  charge: 

Communications  - Information  imparted  to  a group  or  an  individ- 
ual through  speech  or  written  word  and  intended  to  enhance  under- 
standing, convey  ideas  or  to  reinforce  or  alter  thinking  or  behavior. 

The  process  is  usually  regarded  as  one-way  but  does  not  preclude  in- 
teraction of  the  receiver  in  seeking  clarification  or  additional  informa- 
tion. 

Education  - The  process  by  which  certain  skills  in  a specific 
area  are  gained  by  an  individual  in  preparation  for  the  performance  of  a 
job,  task  or  profession. 

The  Education/Communications  Task  Force  initiated  a survey  in 
I'aly  of  1972  to  ascertain  the  existence  of  all  sickle  cell  anemia  projects 
being  implemented,  or  planned,  in  Pennsylvania.  More  specifically, 
the  survey  sought  to  disclose  program  sponsorship,  the  extent  of  services 
offered,  the  quality  of  staff  training  and  public  information  activities. 

• til i zing  the  Comprehensive  Health  Planning  314  (b)  agencies  to  locate 
listing  or  planned  projects,  the  Task  Force  was  informed  of  approxi- 
mately 28  sickle  cell  programs  in  Pennsylvania.  Of  this  number  21,  or 
per  cent,  responded  to  a questionnaire  developed  by  the  Task  Force. 
wee  Appendix  II  ) . 
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In  its  analysis  of  questionnaire  responses,  the  Task  Force  found 
programs  under  full  or  partial  federal  funding,  state  funding,  local 
government  funding  or  totally  dependent  on  contributions  from  the 
United  Fund,  foundations,  etc.  Some  programs  had  a paid  staff  while 
others  consisted,  for  the  most  part,  of  volunteer  manpower,  Sponsor- 
ship ranged  from  hospitals,  neighborhood  health  centers,  family  plan- 
ning programs,  and  Model  Cities  efforts  to  local  citizen  groups  organized 
to  establish  a community  sickle  cell  program.  Little  evidence  of  a system 
of  communications  among  sickle  cell  programs  was  apparent,  resulting  in 
a duplication  of  efforts  and  a lack  of  information-sharing.  While  a few 
programs  mentioned  training  and  educational  projects  for  their  staffs, 
these  were  primarily  for  screening  programs.  Several  projects  listed  no 
provisions  for  staff  training  and  education. 

Generally,  questionnaire  findings  indicated  a scattering  of  sickle 
cel]  programs  throughout  Pennsylvania  without  overall  direction  or  co- 
ordination. Evidence  of  a fragmentation  of  services,  inadequate  follow- 
up or  supportive  counseling  services,  a lack  of  project  standards,  little 
sharing  of  information  or  resources  and  an  absence  of  any  communica- 
tions network  linking  the  various  projects  was  prevalent. 

The  Task  Force  further  noted  that  these  sickle  cell  anemia  projects 
CI e operating  various  public  information  programs  through  the  use  of 
Fiess  releases,  speakers'  bureaus,  outreach  workers  and  brochures  and 
circulars.  A review  by  the  Task  Force  of  newspaper  clippings,  brochures, 
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and  informational  handouts  underscored  the  need  for  central  coordination 
and  approval  of  all  sickle  cell  information  before  it  is  disseminated  to 
the  public.  During  this  informational  review,  the  Task  Force  found  many 
inadequacies,  including  those  listed  in  a report  of  the  Scientific  Advisory 
Committee  of  the  National  Association  for  Sickle  Cell  Disease,  Inc.'*' 

This  report  details  examples  of  such  scientifically  inaccurate  or  inappro- 
priate statements  as: 

Disease  that  brings  pain,  crippling,  and 
early  death  to  the  lives  of  its  victims. 

Most  people  die  before  their  30th  year. 

or  statements  which  confust  sickle  cell  anemia  with  sickle  cell  trait: 

There  are  two  forms  of  Sickle  Cell  Anemia- 
Sickle  Cell  Disease  and  Sickle  Cell  Trait. 

The  term  sickle  cell  disease  is  used  for  any 
condition  in  which  sickle  cell  hemoglobin  is 
present.  These  conditions  include  sickle  cell 
anemia,  sickle  cell  trait  without  anemia,  com- 
binations with  other  types  of  abnormal  hemo- 
globin, such  as  C,  D,  and  E;  and  combinations 
with  other  inherited  diseases  such  as  thalassemia. 

or  statements  concerning  heredity: 

If  a person  inherits  sickle  cell  trait  from  both 
his  parents,  he  will  almost  certainly  have 
sickle  cell. 

One  in  100  Blacks  may  have  the  disease. 

Sickle  cell  anemia  has  been  found  so  far 
only  in  Negroes . 


Scientific  Advisory  Committee,  National  Association  for  Sickle 
Cell  Disease,  Inc.  , A Critical  Review  of  Informational  Materials 
.Relating  to  Sickle  Cell  Anemia  and  Sickle  Cell  Trait,  Los  Angeles, 
California,  October,  1972  . 
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or  statements  about  program  goals: 

Sickle  cell  anemia  can  probably  be  eliminated 
if  Black  people  know  the  facts  and  tell  others. 

What  can  be  done  about  sickle  cell  disease.  It 
can  and  must  be  prevented. 

These  examples  are  from  the  report  mentioned  above,  but  the  Task 
Force  found  similar  examples  in  much  of  the  literature  that  it  reviewed. 
These  statements,  which  are  being  circulated  among  the  public,  often 
have  no  basis  in  fact,  have  not  been  proven  conclusively,  may  be  sci- 
entifically inaccurate  or  may  exaggerate  certain  aspects  of  the  problem. 
The  harm  done  by  dissemination  of  such  information  can  be  serious.  The 
psychological  balance  of  a sickle  cell  anemia  patient  may  be  upset.  A 
carrier  of  sickle  cell  trait  wrongfully  may  attribute  symptoms  of  the  dis- 
ease to  himself.  Some  individuals  even  may  avoid  testing  out  of  fear 
that  they  may  be  found  to  have  the  disease. 

Through  personal  interviews  with  medical  experts,  the  Task  Force 
ascertained  that  the  physical  and  psychological  problems  of  the  sickle 
cell  anemia  patient  require  skilled  treatment  and  counseling,  and  his 
family  may  need  supportive  counseling  services.  The  carrier  of  sickle 
cell  trait  requires  objective  and  accurate  information,  and  perhaps  coun- 
seling, in  order  to  determine  his  future,  i.e.  , marriage  and  child-bear- 
ing. 

The  staffs  of  sickle  cell  projects,  including  physicians,  nurses, 
technicians,  social  workers , rehabilitation  personnel , outreach  workers 
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and  even  receptionists  require  an  education  than  will  equip  them  to  deal 
with  the  variety  of  services  and  care  required  by  sickle  cell  patients  or 
trait  carriers . 

Of  similar  concern  is  the  lack  of  understanding  of  the  sikclc  cell 
problem  by  those  individuals  and  organizations  that  regularly  come  into 
contact  with  either  the  sickle  cell  patient  or  the  trait  carrier.  Physical 
limitations  of  the  disease  patient  and  his  frequent  absences  from  school 
or  his  job,  the  job  firing  of  trait  carriers,  cancellations  of  the  insurance 
policies  of  carriers  and  the  creation  of  mandatory  testing  laws  arise  from 
a public  misunderstanding  of  sickle  cell  anemia. 

While  the  Task  Force  acknowledges  the  desire  on  the  part  of  many 
organizations  and  individuals  to  provide  a worthy  service,  the  need  for 
adequate  supervision  and  coordination  of  all  sickle  cell  programs  is  a dire 
necessity.  Through  the  utilization  of  a regionalized  system,  such  resources 
as  hospitals  and  laboratory  services,  counseling  and  follow-up  care  and 
the  training  of  personnel  can  be  provided  in  an  organized  and  rational 
manner  to  all  sickle  cell  programs.  A communications  network  also  can  be 
created  to  strenghten  operational  programs  and  give  assistance  to  programs 
being  planned . 

Further,  centralized  supervision  of  all  informational  programs,  includ- 
ing written  and  visual  materials,  should  help  to  bring  about  a better  under- 
standing of  the  scientific  and  social  aspects  of  sickle  cell  anemia.  No 
communications  mechanism  should  be  overlooked  in  the  search  for  ways 
to  provide  information  on  sickle  cell  anemia.  This  includes  the  use  of 
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-ass  media,  health  educators.  Black  professional  groups,  in  order  to 
provide  an  effective  and  broad-based  program  of  public  information 
reaching  all  citizens  of  the  Commonwealth. 

Education  for  all  persons  involved  in  sickle  cell  anemia  projects 
Is  desperately  needed.  Such  education,  ideally  should  be  incorporated 
into  university  programs,  but  also  maybe  provided  through  regional 
workshops  or  special  seminars  for  specific  aspects  of  sickle  cell 
anemia  care  or  service.  In  addition,  a staff  guideline  handbood  should 
be  developed.  Whenever  possible,  project  staff  should  be  given  the 
opportunity  to  participate  in  national  educational  symposia  about  sickle 
cell  anemia . 

In  summary,  the  Education  Communications  Task  Force  strongly 
supports  the  need  for  unification  and  coordination  of  all  sickle  cell 
anemia  programs  in  Pennsylvania  in  order  to  provide  direction  to  what 
are  now  fragmented,  isolated,  and  duplicative  projects.  Guidance  and 
supervision  must  be  undertaken  for  all  public  information  activities  so 
that  sickle  cell  information  disseminated  to  the  public  is  accurate, 
beneficial  and  will  provide  understanding  of  the  problem  by  all  sectors 
of  society.  Finally,  there  is  a desperate  need  for  the  education  of  all 
persons  who  work, in  whatever  capacity,  in  sickle  cell  programs,  so 
that  services  may  be  provided  with  maximum  skill  and  efficiency. 
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TECHNICAL  AND  SCIENTIFIC  AFFAIRS 
RECOMMENDATIONS 

1.  The  Department  of  Health  should  review  and  evaluate  the 
laboratory  methods  used  by  sickle  cell  screening  programs 
throughout  the  Commonwealth. 

2 . The  Department  of  Health  should  determine  whether  the 
laboratories  are  functioning  efficiently  and  effectively 
in  performing  laboratory  procedures  on  blood  samples  that 
have  been  collected. 

3.  The  Department  of  Health  should  develop  a mechanism  for 
quality  control  of  technical  screening  and  laboratory  staff. 

4.  There  should  be  a central  location  where  those  persons 
serving  as  technicians  are  able  to  learn  the  most  recent 
laboratory  techniques  in  the  extraction  and  storage  of 
blood . 

50  The  Department  of  Health  should  be  responsible  for  regu- 
lating experimentation  and  pharmaceutical  testing  in  human 


subjects . 
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TECHNICAL  AND  SCIENTIFIC  AFFAIRS 

With  the  numerous  screening  programs  being  conducted  throughout 
the  Commonwealth  and  the  increased  interest  in  sickle  cell  anemia  it  is 
inevitable  that  there  will  be  increased  interest  in  research.  Currently 
the  Pennsylvania  Department  of  Health  has  no  specific  mechanism  which 
regulates  the  use  of  human  subjects  in  research.  Additionally,  there  are 
no  controls  for  minimum  standards  for  persons  who  are  volunteering  tech- 
nicians in  the  community. 

Three  challenging  questions  confronting  the  Irvis  Committee  on 
Sickle  Cell  Anemia,  once  screening  has  been  conducted  and  the  sickle 
cell  trait  established,  are:  what  should  be  done  with  the  information 
that  has  been  collected;  should  research  be  conducted;  and  should  screen- 
ing be  done  if  there  is  to  be  no  research? 

Generally,  information  about  plans  for  sickle  cell  anemia  research  in 
the  Black  community  either  is  not  communicated  or  is  interpreted  in  terms 
so  technically  sophisticated  and  grandiloquent  that  they  are  not  under- 
stood 0 This  lack  of  communication  increases  suspicion  among  the  Black 
community  which  already  harbors  doubts  of  the  sincerity  of  any  research 
programs.  Black  hostility  to  research  always  has  been  present,  articulated 
both  lay  and  professional  Blacks.  The  "Black  genocide"  charge  against 
•••any  institutions  and  organizations  has  created  an  overt  opposition  to 
‘^search.  There  is  little  doubt  that  the  Black  community,  historically  con- 
“•ooned  to  a feudal  social  order,  will  reject  any  program,  regardless  of 
now  beneficial  it  might  be. 
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The  Task  Force  on  Technical  and  Scientific  Affairs  supports  the 
position  of  the  Scientific  Advisory  Committee  of  the  National  Association 
for  Sickle  Cell  Anemia,  Inc.,  regarding  mandatory  testing  of  school  age 
children: 

The  Scientific  Advisory  Committee  members  were 
opposed  on  the  grounds  that  it  risks  burdening  the 
children  with  psychological  problems  far  out  of 
proportion  to  the  benefits  which  would  be  achieved, 
particularly  since  this  is  certainly  not  the  popula- 
tion at  risk.  Also,  the  low  risk  status  of  this  group 
rules  out  as  a priority  focus  for  expenditures  of 
severly  limited  programmatic  funds. 

Further,  the  Task  Force  supports  the  position  of  the  Scientific 

Advisory  Committee  of  the  National  Association  for  Sickle  Cell  Disease, 

Inc.,  on  mandatory  testing: 

D.  Statements  Supporting  Mandatory  Testing  Laws. 

The  Scientific  Advisory  Committee  is  opposed  to  any 
advocacy  of  mandatory  sickle  cell  disease  testing 
legislation.  The  basis  for  this  opposition  can  be 
summarized  as  follows: 

1.  Legislation  should  not  be  the  first 
approach  - those  concerned  should 
be  properly  informed  and  then  given 
the  opportunity  to  take  the  appropri- 
ate steps; 

2.  mandatory  legislation  threatens  to  in- 
fringe upon  the  already  tenuous  rights 
of  Blacks  - the  most  vulnerable  group 
in  the  case  . ^ 


Minutes  of  Scientific  Advisory  Committee  of  National  Association 
Ior  Sickle  Cell  Disease,  Inc.,  June  24  and  25,  1972  , New  York. 

2 

^-Srjjdcal  Review  of  Informational  Materials  Relating  to  Sickle  Cell 
^nemia  and  Sickle  Cell  Trait;  Sickle  Cell  Advisory  Committee  of  the 
National  Association  for  Sickle  Cell  Disease,  Inc.,  October  1972,  p.  11 
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Accordingly,  if  research  is  to  be  conducted  vis-a-vis  the  sickle 
cell  trait,  the  Black  community  fully  should  be  aware  of  and  have  com- 
plete knowledge  of  any  research  being  planned.  There  are  currently  no 
specific  departmental  regulations  for  use  of  human  subjects  for  research 
purposes.  The  Pennsylvania  Department  of  Health  uses  the  American 
Corrections  Association  Protocol  for  Medical  Experimentation  and  Pharma- 
ceutical Testing  as  a guide  for  information  on  testing  human  subjects. 

(See  Appendix  III)  The  Task  Force  on  Technical  and  Scientific  Affairs 
strongly  recommends  a State  policy  on  sickle  cell  anemia  research  and 
the  use  of  human  subjects  in  such  research.  This  policy  should  be  formu- 
lated by  professionals  and  consumers  from  the  Commonwealth  of  Pennsyl- 
vania representing  the  several  disciplines  and  the  Black  community,  in 
consultation  with  the  Scientific  Advisory  Committee  of  the  National  Associ- 
ation for  Sickle  Cell  Disease,  Inc. 

Dr.  James  E.  Bowman,  Professor  of  pathology  and  medicine  at  the 
■ ritzker  School  of  Medicine  of  the  University  of  Chicago  has,  stated, 

Sickle  cell  screening  is  being  done  by  persons  who  are  not  familiar  with 

tne  basic  techniques  of  laboratory  technology  and  who  have  no  access  to 

f-  ^ 3 

'“•nd  refuse)  medical,  hematological  or  genetic  counseling  expertise." 

numerous  civic  and  social  organizations  throughout  the  Commonwealth 

c:e  involved  in  screening  programs.  Many  of  these  well-meaning  groups 

**uVe  secured  the  services  of  volunteers  to  function  as  technicians  in 

3 

James  E.  Bowman,  Paper  presented  at  the  First  Mental  Health  Con- 
ference on  Sickle  Cell  Anemia,  Meharry  Medical  College,  June  2 6-28, 
1972  . 
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collecting  blood  samples.  Unfortunately,  many  of  these  screening 
Lcchnicians  do  not  have  the  necessary  knowledge  of  or  skill  in  the  proper 
care  of  the  collected  blood  samples.  Clearly,  the  Task  Force  feels  that, 
in  the  interest  of  providing  quality  health  care,  any  person  participating 
as  a technician  in  a screening  program  should  have  proper  training.  The 
Pennsylvania  Department  of  Public  Health  should  institute  technician 
training  programs  and  establish  standards  of  qualification  for  all  sickle 
cell  screening  technicians. 

It  is  of  value  to  consider  the  possibility  of  establishing  controls 
for  those  persons  in  Black  neighborhoods  who  will  be  participating  as 
volunteer  technicians  in  screening  programs  throughout  the  Commonwealth. 
It  is  questionable  whether  such  persons  without  the  necessary  skills, 
knowledge  or  training  should  be  involved  in  the  extracting  of  bloods  from 
individuals o The  Pennsylvania  Department  of  Health  has  a legal  responsi- 
bility for  the  health  of  the  Commonwealth  population.  It  is  imperative 
that  the  Health  Department  involve  itself  in  determination  of  the  quality 
of  those  persons  who  are  to  be  technicians  in  screening  programs  through- 
out the  State.  Moreover,  no  screening  program  should  be  developed  with- 
out having  a physician  or  certified  medical  technologist  in  charge  of  or  in 
oonsultation  to  the  development  of  the  screening  program  to  insure  that 
proper  laboratory  procedures  are  performed.  It  is  not  possible  to  provide 
quality  health  care  if  we  do  not  introduce  minimum  standards  for  those 
persons  who  will  be  providing  the  technical  services  for  sickle  cell  anemia 

programs . 


19 


COUNSELING 

RECOMMENDATIONS 

1.  It  is  recommended  that  a State  Commission  be  established 
which  will  serve  as  a coordinating  body  for  all  Sickle  Cell 
Anemia  Projects  in  Pennsylvania.  It  is  further  recommended 
that  this  Commission  establish  within  its  structure  a mech- 
anism for  review  of  all  public  relation  and  educational 
materials,  with  a focus  toward  accurate  facts  and  qualified 
personnel,  related  to  sickle  cell  anemia. 

2.  It  is  further  recommended  that"counseling"  be  defined  and 
disseminated  in  a total  delivery  system  concept.  For  coordi- 
nating purposes,  program  development  and  training,  regional 
Sickle  Cell  Anemia  Centers  should  be  set  up  at  strategic  lo- 
cations throughout  the  state  of  Pennsylvania.  Such  centers 
should  include  a hospital,  university  or  other  appropriate 
educational  facilities  and  other  essential  resources.  Coun- 
seling must  be  an  intricate  part  of  the  regional  centers 
structure . 

3.  Counseling  as  delineated  below  be  included  as  a part  of  a 
total  direct  service  system. 

4.  The  State  appropriate  adequate  funds  for  implementing  the 
training  and  hiring  of  competent  counselors  in  the  regional 


centers  . 
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5,  State  funds  be  appropriated  on  a coordinated  needs  basis 
throughout  the  Commonwealth  and  not  on  a spotty,  frag- 
mented concept  as  has  been  the  practice. 
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COUNSELING 

Genetic  counseling,  a vital  part  of  the  detection  and  treatment  of 
sickle  cell  anemia  patients  and  their  families,  has  been  significantly 
used  in  medical  facilities,  and  described  in  detail  in  printed  materials. 
The  Committee  on  Counseling  suggests  that  genetic  counseling  is  only 
one  part  of  a much  needed  total  counseling  component.  Counseling 
should  be  defined  on  all  levels  of  need  for  sickle  cell  anemia,  sickle 
cell  trait  carrier,  and  their  families  „ Therefore,  counseling  should  be  a 
strategic  part  of  the  sickle  cell  anemia  total  service  system. 

The  life  expectancy  of  a patient  with  the  severe  form  of  sickle  cell 
disease  is  shorter  than  average.  These  years  are  characterized  by 
frequent  and  traumatic  periods  of  hospitalization,  restricted  activities, 
loss  of  school  and  work  time, all  of  which  is  even  more  devastating  to 
the  patient  when  compounded  by  constant  pain  and  fatigue. 

Detection  and  diagnosis  of  the  severity  of  sickle  cell  disease  in  a 
patient  is  vital,  as  is  treatment,  research  and  education.  Identification 
of  the  extent  of  the  disease  in  any  given  population,  and  identification 
01  the  people  involved  so  that  they  may  receive  care  are  important  com- 
ponents to  a life  sustaining  direct  service  system  for  the  people  invol.  d. 

The  Committee  on  Counseling  of  the  Irvis  Committee  for  Sickle  Cell 
'•oemia  wished  to  propose  and  emphasize  here  the  strategic  importance  of 
^^lisejing  in  the  above  mentioned  direct  service  system  to  sickle  cell 
anemia  patients  and  sickle  cell  trait  carrier  and  their  families. 
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In  the  process  of  reviewing  sickle  cell  anemia  disease  materials 
and  publications,  many  references  are  made  to  genetic  counseling  and 
its  importance  to  the  clinical  diagnosis  and  treatment  of  sickle  cell 
anemia.  We  advise  that  genetic  counseling  is  only  one  part  of  what 
should  be  a deliberate  plan  of  total  counseling  which  will  encompass: 

1.  Genetic  Counseling 

2.  Referral  Counseling 

3.  Employment  Counseling 

4.  Rehabilitation  Counseling 

5 . Inter-disciplinary  Group  Counseling 

6.  Educational  Counseling 

7 o Pre-clinical , clinical  and  post 
clinical  counseling  for  patient 
and  family 

8.  Intervention  Counseling^- 

To  use  a Irvis  Committee  member's  definition  coupled  with  some 
additions  by  the  writer,  "...counseling  is  interpreting,  advising,  guiding, 
«nd  utilization".  . .of  factual  information  as  it  applies  to  the  affected  in- 
dividuals and  groups  by  a knowledgeable  and  skilled  counselor. 

Be  not  mislead,  the  above  is  not  intended  to  be  an  official  definition 

j*-  f 

counseling  for  sickle  cell  anemia  by  this  Committee,  but  only  an 
' of  views  on  what  counseling  might  be. 


huervention  Counseling:  means  entering  into  the  life  situation  of 
••individual,  family  or  group  to  alienate  the  impact  of  a crisis  — 

• nducing  stress  in  order  to  help  mobilize  the  resources  of  those 
Cirectly  affected  as  well  as  those  who  are  in  the  significant  social 

°rbit. 
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Counseling  as  a part  of  a planned  and  coordinated  delivery  system 
of  skillful  services  to  sickle  cell  anemia  patients  or  sickle  cell  anemia 
trait  individuals  and  their  families  has  been  implied  and  hinted  at  in 
many  quarters  in  the  Commonwealth  of  Pennsylvania  and  throughout  the 
United  States,  however,  we  don't  really  know  what  it  is,  what  it  must 
do,  and  by  whom. 

V/e  charge  the  Governor  of  the  Commonwealth,  his  Health  Task 
Force  the  State  Health  Department  and  all  other  divisions  necessary  in 
the  legislature,  judicial,  and  executive  branches  of  Pennsylvania  State 
Government  with  the  opportune  tasks  of  looking  at  this  problem  of 
definition  and  its  ramifications. 

This  Committee  would  like  to  offer  the  following  as  areas  for  con- 
sideration: 

1.  Specific  designated  centers  for  training  counselors. 

2.  A training  curriculum  for  counselors. 

3.  What  academic  excellence  is  necessary  for 
counselors  ? 

4.  What  disciplines  afford  personnel  for  counseling? 

50  Who  will  do  the  training? 

6.  Are  training  skills  for  counseling  in  other  fields 
transferable  to  sickle  cell  anemia  counseling. 

7.  Cost  and  financing  of  training  and  employment  of 
counselors  (this  factor  should  be  seriously  con- 
sidered before  another  state  appropriation  is  passed 
by  the  State  Assembly  for  monies  to  a sickle  cell 
facility  in  Philadelphia). 


VOCATIONAL  REHABILITATION 


RECOMMENDATIONS 

1.  Sickle  cell  anemia  should  be  recognized  as  a legitimate 
handicap  by  the  Pennsylvania  Bureau  of  Vocational 
Rehabilitation. 

2.  Patients  with  a diagnosis  of  sickle  cell  anemia  routinely 
should  be  referred  to  the  Bureau  of  Vocational  Rehabilitation 
for  services . 

3.  Orientation  programs  about  sickle  cell  anemia  should  be 
established  for  personnel  in  the  Bureau  of  Vocational 
Rehabilitation,  in  rehabilitation  centers  and  in  miscella- 
neous rehabilitation  centers  and  workshops. 

4.  Brochures  and  programs  developed  about  sickle  cell  anemia 
should  include  the  need  for  rehabilitation  services. 

5.  Demonstration  programs  should  be  developed  to  study  vo- 
cational rehabilitation  services  and  the  needs  of  patients 
with  a diagnosis  of  sickle  cell  anemia. 

6.  It  is  recommended  that  the  Pennsylvania  Bureau  of  Employment 
Security,  Occupational  Analysis  Section,  Job  Placement 
Division  compile  employment  information,  and  job  analysis  in- 
formation on  individuals  with  a diagnosis  of  sickle  cell  anemia. 
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VOCATIONAL  REHABILITATION 

The  Task  Force  on  Rehabilitation  has  focused  on  a description  of 
the  services  received  by  patients  with  a diagnosis  of  sickle  cell 
anemia  through  the  Bureau  of  Vocational  Rehabilitation  and  the  rehabil- 
itation agencies  in  the  Commonwealth  of  Pennsylvania.  The  interest 
of  this  study  was  to  provide  essential  information  on  the  limited 
services  provided  through  vocational  rehabilitation  centers. 

Sickle  cell  anemia  patients  receive  few  vocational  rehabilitation 
services.  During  the  fiscal  year  July  1,  1971  to  June  30,  1972,  a total 
of  63,3  52  new  referrals  were  received  by  the  Bureau  of  Vocational  Re- 
habilitation of  the  Department  of  Labor  and  Industry  in  the  Common- 
wealth of  Pennsylvania.  (See  Appendix  IV)  Of  these  63,352  new  re- 
ferrals only  92  persons  had  a diagnosis  of  sickle  cell  anemia. 

The  1970  Census  reports  that  there  are  approximately  1,016,514 
Blacks  who  reside  in  the  Commonwealth  of  Pennsylvania  based  on  the 
070  population.  According  to  information  received  from  the  Pennsyl- 
vania Department  of  Health  approximately  2,000  persons  in  the  State 
c:  Pennsylvania  should  have  a diagnosis  of  sickle  cell  anemia.  Of 
-nese  2,000  individuals  approximately  1,113  should  have  been  referred 
L”e  Bureau  of  Vocational  Rehabilitation.  (The  prevalence  of  sickle 

r*r  1 \ - 

anemia  in  the  United  States  is  reported  to  be  found  in  one  out  of 


e.y  400  Black  Americans  . ) 
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Rehabilitation  centers  are  those  organizations  whose  primary 
emphasis  is  on  physical  restoration,  such  as  physical  medicine  centers 
;hat  are  part  of  a hospital  or  of  a separate  medical  institution  listed  by 
the  hospital  association.  These  centers  also  offer  other  services  such 
as  vocational  evaluation,  testing, and  personal  adjustment  training. 

Some  of  these  facilities  are  listed  both  as  rehabilitation  centers  and  as 
workshops . 

Miscellaneous  rehabilitation  centers  are  those  centers  that  usually 
specialize  in  inpatient  care  for  specific  types  of  disabilities.  Their 
primary  emphasis  is  on  the  treatment  and  social/vocational  adjustment 
programs.  Examples  of  these  facilities  are  alcoholic  and  drug  abuse 
centers,  halfway  houses  for  transitional  living,  and  other  type  of 
miscellaneous  services. 

Workshops  offer  comprehensive  rehabilitation  services  that  include 
medical,  psychological,  social  and  vocational  services  with  primary 
emphasis  on  the  social  and  vocational  aspects  of  rehabilitation.  They 
provide  evaluation,  personal  and  work-adjustment  training,  training 
and  occupational  services,  job  placement  follow-up  services  and 
activity  centers  and  usually  contain  a sheltered  workshop. 

The  method  used  by  the  Task  Committee  on  Rehabilitation  to  study 
^ne  problem  included  a review  of  the  literature;  a questionnaire  sent  to 
rehabilitation  centers  and  workshops  that  provide  services  to  Bureau 
Vocational  Rehabilitation  clients  and  personal  interviews  conducted  by 
committee  members. 
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In  the  survey,  16  questionnaires  were  sent  to  rehabilitation 
centers;  12  questionnaires  or  75%  were  returned.  Of  the  12  agencies 
returning  questionnaires,  2 or  16  % provided,  during  the  past  five  years, 
services  to  patients  with  a diagnosis  of  sickle  cell  anemia. 

Twenty-six  questionnaires  were  sent  to  miscellaneous  rehabilita- 
tion centers;  21  or  80%  of  the  questionnaires  were  returned.  These 
questionnaires  revealed  that  of  the  18  returned  only  3 or  14%  of  the 
miscellaneous  rehabilitation  centers  provided  rehabilitation  services 
to  patients  with  a diagnosis  of  sickle  cell  anemia. 

Forty-eight  questionnaires  were  sent  to  rehabilitation  workshops; 

45  or  93%  of  the  workshops  returned  the  questionnaires.  Six  or  13%  of 
the  45  workshops  reported  that  they  provided  services  to  patients  with 
a diagnosis  of  sickle  cell  anemia. 

However,  those  questionnaires  received  revealed  that  many  of  the 
agencies  had  little  knowledge  of  or  prior  experience  working  with  a 
patient  who  had  a diagnosis  of  sickle  cell  anemia.  Moreover,  in  a 
significant  number  of  the  cases  referred  to  those  agencies  that  do  pro- 
vide services  to  the  sickle  cell  anemia  patient,  sickle  cell  anemia  was 
rot  primary  diagnosis  for  referral.  For  example:  A review  of  24  cases 
ur  5 hospital  with  a predominately  Black  patient  population  indicated 
none  of  the  patients  were  admitted  with  a primary  diagnosis  of 
cell  anemia.  In  all  cases,  first  admission  to  the  hospital  was 
result  of  orthopedic  complaints.  Additionally,  none  of  the  sickle 
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cell  anemia  patients  were  referred  to  the  Bureau  of  Vocational 
Rehabilitation.  Another  organization  reported  that,  of  6 sickle  cell 
anemia  patients  referred,  5 were  referred  because  of  mental  retarda- 
tion and  1 was  referred  for  physical  defects.  Interviews  with  physi- 
cians, administrators  and  supervisors  of  the  Pennsylvania  Bureau  of 
Vocational  Rehabilitation  revealed  that  few  of  the  interviewees  were 
aware  of  the  limitations  or  the  rehabilitation  needs  of  the  patients  with 
a diagnosis  of  sickle  cell  anemia. 

A pilot  project  should  be  established  by  the  Pennsylvania  Bureau 
of  Vocational  Rehabilitation  for  the  sickle  cell  anemia  client.  The 
specific  objectives  of  the  project  would  be  to  determine: 

1.  If  traditional  vocational  rehabilitation  methods  are 
adequate  for  the  needs  of  the  sickle  cell  anemic 
patient; 

2.  The  employment  handicaps  and  limitations  caused  by 
this  disease; 

3.  What  sickle  cell  anemics  can  do  and  what  they  should 
not  do  from  a vocational  standpoint. 

4.  Medical  and  vocational  tolerances  of  sickle  cell 
anemics; 

5.  Vocational  programs  changes,  especially  in  the  area 
of  workshops  and  rehabilitation  facilities; 
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6.  Any  unusual  costs  in  vocational  rehabilitation  pro- 
grams, and  the  community  resources  available  to 
meet  these  costs; 

7.  and  the  techniques  and  limitations  of  vocational 
rehabilitation  counseling. 

Collected  data,  case  reviews  and  statistics  indicate  that  sickle 
cell  anemia  is  a disability  with  employment  handicap  limitations  that 
meets  existing  legal  requirements  for  vocational  rehabilitation  services. 

A lack  of  these  rehabilitation  services  to  sickle  cell  individuals  has 
existed  in  the  past  and  still  exists  in  the  Commonwealth.  Statistics 
on  rehabilitation  services  and  employment  opportunities  should  be  com- 
piled in  order  to  present  an  accurate  picture  of  the  sickle  cell  anemic's 
potential.  Rehabilitation  counseling  staff  education  and  rehabilitation 
medical  staff  education  are  needed  in  order  that  sickle  cell  anemia 
symptomology , diagnosis,  disability,  limitations  and  employment  handi- 
caps may  be  understood  by  all  rehabilitation  personnel.  A knowledgeable 
understanding  of  sickle  cell  anemia  by  all  rehabilitation  personnel  in- 
cluding directors , administrators,  supervisors,  counselors,  specialists, 
Physicians  and  aides,  will  enhance  vastly  needed  vocational  rehabilita- 
*--o.n  services  for  sickle  cell  anemics. 

* he  success  of  a vocational  rehabilitation  program  for  individuals 
'■--I  o diagnosis  of  sickle  cell  anemia,  as  with  other  disability  groups, 
depend  upon  the  cooperation  and  coordinated  efforts  of  all  Bureau 
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of  Vocational  Rehabilitation  staff  and  responsible  personnel  of  public 
and  private  institutions,  facilities,  workshops  and  hospitals.  The 
aforementioned  brief  proposal  reflects  a need  to  explore  the  problems 
faced  by  the  sickle  cell  anemia  population,  to  develop  services  to 
meet  their  needs  and  to  initiate  a program  to  effect  their  vocational 
rehabilitation . 


' 
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COMPREHENSIVE  HEALTH  CARE 
RE  COM  ME  NDATIO  NS 

1.  Mass  screening  programs  should  not  be  encouraged.  Preference 
should  be  given  to  programs  which  offer  a smaller  but  permanent 
type  of  screening  activity.  In  no  case  should  screening  be  ini- 
tiated unless  there  is  a demonstrated  capability  for  counseling 
and  follow-up  patient  care. 

2.  V/here  screening  activities  are  initiated,  they  should  be  related 
to  patterns  of  service  available  through  existing  or  newly  devel- 
oped health  care  facilities  to  allow  patient  access  to  other  nec- 
essary types  of  care. 

3.  Electrophoresis  should  be  the  preferred  screening  methodology. 
While  it  is  a more  expensive  procedure,  the  qualitative  superi- 
ority to  sickle-dex  is  an  important  patient  care  consideration. 
Sickle-dex  is  not  conducive  to  detecting  other  relevant  hemoglo- 
binopathies. 

4.  An  effective  counseling  component  must  be  an  integral  part  of 
any  comprehensive  care  program. 

5.  Uniform  training  for  all  counselors  should  be  observed.  There 
are  no  particular  academic  requirements,  however,  training  for 
counselors  should  include  mastery  of  the  content  of  the 
pamphlet,  "Highlights  of  the  Sickle  Cell  Story"  published  by  the 
National  Association  for  Sickle  Cell  Disease,  Inc.,  and  the 
ability  to  function  effectively  with  it. 


6.  Clear  limitations  of  the  boundaries  of  the  counseling  role 
should  be  established.  At  no  time  should  counseling  serve 
to  force  or  coerce  the  patient  against  his  will. 

7.  That  the  Committee  endorse  the  plan  proposed  by  the  State 
Health  Department  to  develop  sickle  cell  anemia  centers 
throughout  the  Commonwealth  in  areas  of  need.  Particular 
care  should  be  taken  or  relate  implementation  of  this  program 
with  existing  or  on-going  community  programs  in  sickle  cell 
anemia . 

8.  To  report  to  the  State  Legislature  data  reflecting  the  incidence 
of  this  disease,  the  status  of  current  patient  service  programs 
and  the  need  for  additional  financial  resources  . 

9.  To  approach  the  National  Institutes  of  Health  to  encourage 
additional  funding  for  programs  in  community  service. 

10.  That  the  Committee  petition  the  Governor's  Health  Task  Force 
for  funding  to  underwrite  the  development  of  an  informational 
brochure  to  be  developed  under  the  guidance  of  a State  Committee 
on  Sickle  Cell  Anemia  in  cooperation  with  the  Pennsylvania  Medi- 
cal Society  and  the  Keystone  Medical  Society. 


COMPREHENSIVE  HEALTH  CARE 


This  report  is  addressed  to  the  question  of  comprehensive  health 
care  in  the  area  of  sickle  cell  anemia.  It  offers  some  general  guide- 
lines and  recommendations  considered  particularly  relevant  to  issues 
of  standardization  and  uniformity  in  the  varying  programs  and  activities 
which  have  proliferated  across  the  Commonwealth  within  the  past  several 
months.  There  are  two  fundamental  problems  which  serve  as  the  premises 
for  this  document.  First,  sickle  cell  anemia  programs,  as  the  result  of 
increased  publicity  of  the  disease,  have  suddenly  become  the  "in"  thing 
to  do.  Secondly,  and  perhaps  most  important,  many  programs  are  frag- 
mented and  ill-planned,  resulting  in  services  of  questionable  quality. 

In  many  cases  the  resulting  impact  upon  the  patient  and  upon  the  public 
has  been  a negative  rather  than  a positive  one.  In  what  can  only  be  re- 
garded as  a preliminary  effort  at  this  point,  this  report  attempts  to  high- 
light some  of  the  central  issues  conducive  to  good  patient  care.  (See 
Appendix  VIII) 

Accordingly,  the  objectives  of  this  document  may  be  stated  as 
follows : 

1.  To  stress  the  need  for  a more  comprehensive  approach  to 
patient  care . 

2 . To  emphasize  quality  of  care  considerations  in  patient 
care . 

3.  To  identify  means  of  better  integrating  sickle  cell  programs 
into  the  mainstream  of  the  health  care  industry. 
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4.  To  emphasize  the  need  for  expanded  services  and  better 
coordination  among  servicing  agencies  and  institutions. 

5.  To  emphasize  the  need  for  intensified  professional  educa- 
tion and  in-service  training  about  sickle  cell  anemia. 

6.  To  stress  the  need  for  more  accurate  public  information. 

Comprehensive  health  care  is  a problem  in  its  own  right  and  is  in 
relatively  short  supply  for  most  income  classes  and  health  problems. 

The  problems  of  sickle  cell  anemia  compound  this  fact.  It  seems  appro- 
priate, therefore,  that  while  efforts  to  improve  programs  for  sickle  cell 
anemia  are  necessary,  dual  attention  also  must  be  directed  toward  in- 
creasing and  expanding  the  supply  of  general  comprehensive  care  re- 
sources, Progress  in  the  area  of  sickle  cell  anemia  is  dependent  upon 
the  latter  . 

The  remaining  components  of  this  report  are  grouped  into  two  broad 
categorical  areas:  Basic  Functions  and  Supportive  Functions.  The  first 
area  discusses  patient  care  services.  The  second  presents  some  related 
factors  of  a supporting  nature. 

I.  BASIC  FUNCTIONS 

There  are  four  major  service  activities  comprising  the  category  of 
basic  functions.  They  are  screening,  counseling,  follow-up  care,  and 
health  education.  (See  Appendix  IX  ) These  activities  are  directed  at 
two  fundamental  objectives: 

a.  To  ease  the  discomfort  and  trauma  of  patients  with  disease 
through  an  effective  and  systematic  treatment  plan. 
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b.  to  initiate  steps  directed  toward  diminishing  the  incidence 
of  disease  through  preventive  health  education. 

Screening 

The  experience  with  screening  programs  has  raised  the  question  of 
the  desirability  and  the  usefulness  of  large  scale  mass  screening  pro- 
grams. A shift  toward  more  selective  screening,  i.e.,  particular  age 
groups,  or  women  of  child-bearing  age,  as  initial  priorities  has  been 
adopted  by  some  operating  programs.  The  critical  point  here  is  that 
screening  programs  are  essential  to  a comprehensive  care  plan.  The 
scope  or  volume  of  screening,  however,  should  be  planned  in  accordance 
with  the  agency's  ability  to  offer  follow-up  counseling  and  patient  care. 
Programs  organized  solely  for  the  purpose  of  screening  activities  should 
be  discouraged . 

Secondly,  screening  methodology  is  an  area  in  need  of  standardiza- 
tion. The  two  principal  methods,  sickle-dex,  and  electrophoresis  enjoy 
varying  levels  of  appeal  and  application.  However,  within  the  medical 
profession,  there  is  some  concern  that  sickle-dex  is  a less  accurate 
method  which  produces  a higher  incidence  of  false  positives  and  false 
negatives . 

Counseling 

The  National  Association  for  Sickle  Cell  Disease,  Inc.,  notes  that. 
Genetic  counseling  for  carriers  of  the  sickle  cell  trait  is  an  essential 
accompaniment  to  detection  services."  The  Association  currently  is  seek- 
lng  funds  to  develop  four  training  sites  around  the  country  for  lay,  as  well 
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as  professional,  persons  involved  in  counseling.  The  basic  problem  at 
present  is  that  little  has  been  done  in  this  area.  What  is  now  commonly 
referred  to  as  counseling  is,  in  essence,  patient  education  regarding 
"Do's"  and  "Don't"  about  the  disease,  sources  of  help  in  the  event  of 
crisis,  etc.  The  creation  of  an  effective  counseling  methodology  that 
focuses  on  genetic  factors  effectively  has  not  been  demonstrated. 

The  pamphlet  entitled,  "Guidelines  for  Counseling  Job  Corps  Mem- 
bers With  Sickle  Cell  Trait",  available  through  the  National  Job  Corps 
Center,  offers  a useful  protocol  for  patient  counseling. 

Follow-Up  Care 

This  section  is  perhaps  the  most  difficult,  yet  the  most  important, 
part  of  a comprehensive  care  program.  Adequate  treatment  of  this  prob- 
lem area  is  highly  contingent  upon  several  of  the  issues  to  be  presented 
os  Supportive  Functions.  Most  of  the  current  programs  for  sickle  cell 
anemia  are  at  least  beginning  to  recognize  the  necessity  of  follow-up 
care  as  an  integral  part  of  patient  services.  Unfortunately,  however, 
this  recognition  has  been  much  slower  in  developing  than  was  the  initia- 
tion of  screening  programs. 

With  respect  to  the  provision  of  follow-up  care,  there  are  two  critical 
problems  to  be  considered.  A third  problem,  the  need  for  improved  pro- 
fessional staff  awareness  and  understanding  of  the  disease,  will  be 
'-fscussed  under  the  section  on  Supportive  Functions.  The  two  issues  to 
‘”’e  c°nsidered  here  are:  1)  the  need  for  additional  service  centers,  and 
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2)  the  need  for  increased  financial  resources  to  cover  the  cost  of  more 
comprehensive  patient  care. 

Health  Education 

A fourth,  but  no  less  important,  area  is  the  subject  of  community 
health  education.  Two  main  components  comprise  this  concern — 1)  the 
patient  community,  and  2)  the  remaining  public.  Some  of  the  issues  per- 
taining to  the  patient  community  have  been  mentioned.  The  concern  here 
is  to  try  to  reach  those  persons  who  are  not  participating  in  a treatment 
program,  or  who  fully  are  not  aware  that  they  have  the  disease,  but  may 
recognize  the  symptoms  and  should  be  encouraged  to  seek  care.  The 
second  area  requires  that  health  information  be  directed  to  the  remaining 
public  that  some  understanding  of  the  disease  may  be  acquired.  Again, 
the  National  Association  for  Sickle  Cell  Disease,  Inc.,  notes  that: 

The  status  of  public  information  in  the  field  of 
sickle  cell  disease  is  appalling.  Currently, 
there  appears  to  be  as  many  versions  of  the 
basic  facts  as  there  are  sources  for  them.  Con- 
fusion, fragmentation,  undue  slanting,  and  over- 
dramatization of  information  are  widespread. 

These  factors  are  creating  undue  psychological 
problems  for  Black  people  throughout  the  country. 

It  is  appropriate,  therefore,  for  the  Committee  to  consider  the  develop- 
ment of  a uniform  series  of  informational  releases  to  attempt  to  clarify 
this  confusion. 
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PATIENT  CARE  PROGRAM 

PROBLEM 

Sickle  cell  diseases  are  genetically-determined  red  blood  cell 
disorders  which  affect  large  segments  of  the  American  population. 
Although  these  diseases  usually  occur  in  the  Black  population,  cases 
occasionally  are  found  in  the  Caucasian  population. 

Sickle  cell  diseases  occur  in  two  forms. 

The  first  form,  sickle  cell  trait,  occurring  in  about  8%  of  the 
American  Black  population,  is  a mild  condition  with  no  clinical  symp- 
toms o Occasionally  persons  with  sickle  cell  trait  are  exposed  to  cer- 
tain sets  of  environmental  conditions  and  develop  symtomatology . 

The  second  form,  sickle  cell  anemia,  occurring  in  0.2%  of  the 
American  Black  population,  is  a severe  generalized  disease  for  which 
there  presently  is  no  cure.  It  is  marked  by  exacerbations,  leads  to 
chronic  disabilities,  and  life  expectancy  is  shorter  than  average.  Sickle 
cell  anemia  generally  becomes  manifest  within  the  first  four  years  of  life 
and  usually  presents  with  major  symptoms  during  the  first  two  years  of 
life.  Exacerbations  are  commonly  brought  on  by  respiratory  and  intestinal 
infections,  and  these  causative  factors  require  vigorous  therapy  if  the 
exacerbations  of  the  disease  are  to  subside. 

The  expected  number  of  cases  of  sickle  cell  anemia  is  Pennsylvania 
is  slightly  over  2,000.  Continuous  health  care  for  these  people  is  of 
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the  utmost  importance  if  they  are  to  achieve  their  optimum  potential. 
Adequate  nutrition;  prompt  medical  treatment  of  infections,  exacerba- 
tions and  other  complications;  and  liaison  with  daycare  centers,  welfare 
agencies,  school  and  vocational  resources  are  essential.  Comprehen- 
sive, continuous  health  care  for  sickle  cell  anemia  patients  is  not  avail- 
able to  most  of  the  population  in  need. 

OBJECTIVES 

1.  To  provide  expert  medical  care  for  sickle  cell  anemia  patients, 
sickle  cell-hemoglobin  C patients  and  sickle  cell-thallesemia 
patients  so  that  they  may  be  alleviated,  as  far  as  possible,  of 
the  effects  of  their  disease. 

2.  To  encourage  a close  working  relationship  between  the  private 
physician  and  the  sickle  cell  anemia  center  so  that  they  jointly 
may  provide  care  for  the  child. 

3.  To  provide  for  periodic  return  to  the  sickle  cell  anemia  center 
for  continuing  evaluation,  consultation  and  direction  of  the 
course  of  the  disease. 

4.  To  provide  needed  medications. 

5.  To  provide  public  health  nursing  and  social  work  service. 

6.  To  provide  nutritional  consultant  services. 

7 . To  arrange  liaison  with  appropriate  school  personnel. 

8.  To  arrange  liaison  with  the  Bureau  of  Vocational  Rehabilitation. 
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9.  To  coordinate  the  efforts  of  private  and  public  agencies, 
particularly  those  involved  in  sickle  cell  screening. 

10.  To  conduct  an  educational  program  for  physicians,  nurses, 
social  workers  and  school  personnel. 

METHODOLOGY 

1 . Initiation  of  the  Program: 

The  Division  of  Maternal  and  Child  Health  of  the  Pennsylvania 
Department  of  Health  should  establish  a Sickle  Cell  Anemia  Program  in 
its  Handicapped  Children's  Section  which  would  initiate  and  administer 
part  of  this  program.  Although  the  Division  of  Maternal  and  Child  Health 
is  involved  with  persons  twenty  years  of  age  and  younger,  and  mothers, 
the  Division  should  organize  the  clinics  so  that  all  age  groups  may  be 
seen.  Separate  clinic  hours  may  be  established  for  the  adult  population, 
and  the  patient  population  twenty-one  years  of  age  and  older  should  be 
administered  by  the  Division  of  Chronic  Diseases,  after  the  program  is 
initiated. 

Sickle  cell  anemia  centers  should  be  established  throughout  the 
Commonwealth  in  areas  of  need  and  should  provide  expert  medical  care 
for  patients.  In  areas  where  independent  health  departments  exist,  they 
should  be  asked  to  provide  public  health  nursing  and  social  service  work. 

2 . Consultant  role  of  Sickle  Cell  Anemia  Centers: 

The  centers  also  should  serve  as  consultants  to  private  and  public 
agencies  in  the  community  to  provide  technical  information  as  to  proper 
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screening  procedured,  patient  education  programs,  and  patient  and 
physician  educational  materials. 

3 . Other  functions  of  the  Sickle  Cell  Anemia  Centers  and  Sickle  Cell 

Anemia  Programs: 

Liaison  should  be  established,  by  the  program  and  by  the  centers, 
with  school  authorities,  with  the  Bureau  of  Vocational  Rehabilitation, 
and  with  welfare  agencies  so  that  they  may  provide  services  to  patients 
seen  in  the  center.  Procedures  should  be  developed,  and  personnel 
trained,  to  provide  home  care  supervision  of  children  with  minor  exacer- 
bations or  other  complications  of  sickle  cell  anemia.  Particular  care 
should  be  directed  toward  providing  comprehensive  care  and  maintaining 
the  same  personnel  in  the  center.  The  entire  center  operation  should  be 
patient-directed  so  that  the  patient  and  his  family  is  taught,  as  far  as  is 
possible,  to  live  comfortably  with  his  handicap.  Particular  attention 
should  be  given  to  satisfactory  communication  of  health  personnel  with 
low-income  groups  and  to  the  establishment  of  centers  in  low-income 
areas  of  need.  Education  of  personnel  not  directly  involved  in  the  opera- 
tion of  the  clinic  should  be  kept  at  a minimum. 

The  Sickle  Cell  Anemia  Program  should  develop  and  administrative 
manual  that  the  program  and  center  activity  may  be  administered  effectively 
and  efficiently  and  that  services  will  be  given  in  a dignified  manner.  This 
manual  should  indicate  the  specific  resources  needed  to  organize  a sickle 
cell  anemia  center,  the  functions  of  these  resources  and  their  interrela- 
tionship and  the  method  of  reimbursement  of  the  sickle  cell  anemia  center 
by  the  Sickle  Cell  Anemia  Program. 
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The  program  director  should  appoint  a professional  advisory 
committee  composed  of  physicians  knowledgeable  in  hematology  to 
advise  him  on  the  professional  content  of  the  program  and  approve  the 
credentials  of  the  Sickle  Cell  Anemia  Centers.  He  also  should  appoint 
a consumer  advisory  committee,  composed  of  two  patients,  or  their 
parents,  from  each  sickle  cell  anemia  center  to  advise  him  on  the  con- 
tent of  the  program  and  other  matters  of  mutual  concern.  These  two 
committees  may,  at  certain  intervals,  have  joint  meetings. 

4 . Case  findings: 

Referrals  to  the  program  should  be  accepted  from  physicians,  nurses, 
school  authorities,  social  workers  and  community  agencies.  Where  a 
private  physician  exists  his  consent  should  be  sought  before  the  child  is 
accepted  in  the  program.  All  the  diagnostic  categories  indicated  in  the 
PATIENT  CARE  OBJECTIVES  should  be  accepted  into  the  program  and  the 
program  should  establish  technical  criteria  to  be  utilized  in  the  diagnostic 
studies.  The  Sickle  Cell  Anemia  Program  should  inform  all  interested 
public  and  private  agencies  of  its  existence  and  work  with  them  to  avoid 
duplication  of  effort.  Sickle  cell  anemia  centers  should  inform  all  public 
and  private  agencies  in  their  patient  catchment  area  of  their  existence  and 
provide  technical  advice  to  these  agencies  to  enhance  case  finding. 

5 . Personnel  standards: 

The  director  of  each  sickle  cell  anemia  center  shall  be  a physician, 
licensed  to  practice  medicine  in  Pennsylvania,  who  is  Board  certified  or 
eligible  in  Internal  Medicine  or  Pediatrics  and  knowledgeable  in  hematology 
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Directors  shall  be  appointed  with  the  consent  of  the  professional 
advisory  committee;  public  health  nurses  and  social  workers  who  attend 
the  clinic  will  have  appropriate  credentials  from  their  organizations. 

Service  coordinators,  community  agency  representative,  and  specialists 
in  patient  counseling  will  be  required  to  demonstrate  to  the  clinic  director 
suitable  competence  to  participate  in  the  clinic. 

All  information  relevant  to  patient  personal  data  and  circumstances 
obtained  by  state  or  local  staff  shall  constitute  privileged  communications, 
shall  be  held  confidential  and  shall  not  be  divulged  without  the  individual's 
consent,  except  as  may  be  necessary  to  provide  services  to  the  individual. 
Information  which  does  not  identify  the  individual  may  be  divulged. 

6 . Diagnostic  services: 

The  program  should  provide  such  diagnostic  services  as  are  required 
to  delineate  the  child's  hematological  condition.  In  most  instances  these 
diagnostic  services  would  have  been  provided  before  referral  to  the  program. 
Follow-up  hematological  studies,  as  indicated,  should  be  provided. 

Diagnostic  studies  needed  to  delineate  conditions  not  specifically 
related  to  sickle  cell  anemia,  should  be  provided,  subject  to  approval  by 
the  sickle  cell  anemia  center  and  the  Sickle  Cell  Anemia  Program.  Research 
studies  should  not  receive  fiscal  support  by  this  program. 

7 . Treatment  Services: 

Treatment  services  at  home  and  in  the  sickle  cell  anemia  center  should 
be  provided.  Prescription  medication  relating  to  the  child's  hematological 
condition  should  be  provided  by  the  establishment  of  medication  contacts 
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with  the  pharmacy  serving  the  clinic.  Hospitalization  should  be  provided, 
and  third  party  insurance,  Medicaid,  and  family  participation,  as  applied 
in  other  Handicapped  Children's  programs,  should  be  applied  to  hospitali- 
zation costs  before  the  Sickle  Cell  Anemia  Program  can  be  utilized  as  a 
fiscal  resource.  Treatment  services  for  conditions  not  relating  to  sickle 
cell  anemia  may  be  provided  subject  to  budgetary  limitations  and  the 
approval  of  the  Sickle  Cell  Anemia  Program  and  the  sickle  cell  anemia 
center. 

EVALUATION: 

Evaluation  of  the  Sickle  Cell  Anemia  Program  will  be  accomplished 

by: 

1.  Review  of  the  Crippled  Children's  Service  Report. 

2.  On-site  visits  by  the  program  director  and/or  the  regional 
medical  director. 

3.  Review  of  the  activities  of  each  clinic  in  terms  of  types 

of  patients  seen  and  the  management  of  individual  patients. 

4.  Review  of  the  program  with  the  professional  and  consumer 


advisory  committees. 
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II.  SUPPORTIVE  FUNCTIONS 

There  are  two  major  areas  from  which  supportive  activities  are 
essential:  1)  hospital  and  agency  supports,  and  2)  professional  asso- 
ciation supports. 

In  reference  to  the  former,  the  main  concern  is  particularly  that 
diagnostic  procedures  of  a routine  type  initially  be  administered  to  all 
Black  patients  whether  contact  be  through  an  emergency  room,  outpatient 
clinic,  or  routine  inpatient  admission.  The  concern  here  is  that  some 
hospitals  fail  to  screen  routinely  for  sickle  cell  anemia.  To  the  extent 
that  this  becomes  a regular  institutional  service,  the  need  for  mass 
screening  and  demonstration  type  projects  will  diminish.  The  goal  is  to 
integrate  sickle  cell  anemia  and  its  care  into  the  mainstream  of  health 
care . 

In  reference  to  support  from  other  health  and  related  agencies  such 
as  neighborhood  health  centers,  group  practice  facilities,  private  prac- 
tice and  ancillary  welfare  services,  the  same  analogy  applies. 

Financial  institutions  such  as  the  "Blues"  and  other  insurances 
should  be  approached  for  inclusion  of  benefits  to  sickle  cell  patients 
in  their  subscriber  programs.  Of  particular  importance  is  the  necessity 
for  providing  blood  transfusion  benefits.  While,  at  present,  some  cover- 
age exists,  it  must  be  expanded. 

finally,  the  area  of  ancillary  support  through  agencies  such  as  the 
Department  of  Public  Welfare,  Bureau  of  Employment  Security,  Bureau  of 
Vocational  Rehabilitation  and  others  must  be  approached  concerning  the 
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degree  to  which  existing  programs  incorporate  and  provide  assistance 
and  benefits  to  the  sickle  cell  patient. 

The  category  of  professional  associations  is  fundamental  to  the 
whole  effort.  Here,  two  major  groupings  are  at  issue:  the  professional 
manpower  groups , i.e..  National  Medical  Association , National  Dental 
Association,  American  Medical  Association,  American  Dental  Association, 
and  the  American  Nursing  Association;  and  organizations  setting  professional 
standards  such  as  the  American  Hospital  Association.  Concern  with  the 
first  group  focuses  not  only  on  active  participation  in  treatment  programs, 
but  also  with  setting  education  standards  so  professionals  will  not  be 
ignorant  of  sickle  cell  disease.  This  group  will  include  medical  schools 
and  other  health  care  professional  training  institutions.  The  importance 
of  the  latter  group  lies  in  its  institutional  standard  setting,  licensing, 
and  accreditation  responsibilities. 
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FINANCING 

The  cost  of  patient  care  for  any  long-term  medical  treatment  for 
sickle  cell  anemia  is  expensive.  The  sickle  cell  patient  and  his  family 
continuously  are  confronted  with  numerous  bills  for  the  expensive  medi- 
cal care  that  so  frequently  requires  hospitalization.  This  care  includes 
surgical,  medical,  hospital  and  pharmaceutical  services.  The  cost  of 
rehabilitation  care,  if  necessary,  must  be  borne  by  the  patient  or  his 
family.  Medical  care  insurance  plans  for  the  sickle  cell  patient  have 
been  cancelled,  increasing  the  financial  burden  of  the  patient,  his  family 
and,  ultimately,  the  taxpayer.  A Black  earning  a comfortable  income 
quickly  will  exhaust  his  or  her  resources  in  the  care  of  a sickle  cell 
anemia  patient,  and,  since  most  Blacks  exist  at  the  poverty  income  level, 
it  is  ludicrous  to  talk  about  a Black  family  with  a sickle  cell  patient  mem- 
ber becoming  bankrupt. 

The  severe  limitation  of  funds  for  the  medical  care  of  sickle  cell 
anemia  patients  ultimately  places  the  patient  and  his  family  in  the  public 
welfare  sector.  Costs  for  the  medical  care  of  sickle  cell  patients,  there- 
fore, will  be  passed  on  to  the  taxpayer.  A well-planned  and  coordinated 
program  for  sickle  cell  anemia,  with  inclusion  of  patient  medical  care 
benefits,  would  reduce  human  and  dollar  waste. 

Patient  Costs 

Study  for  this  report  reveals  that  definitive  statistical  information  is 
lacking  severely  in  the  areas  of  both  inpatient  and  outpatient  care  costs 
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for  sickle  cell  anemia.  This  poses  a major  problem  in  the  field,  the 
resolution  of  which  is  a central  objective  of  this  section  of  the  report. 

According  to  information  received  from  the  Pennsylvania  Department 
of  Public  Welfare,  during  the  fiscal  year  1971-72,  there  were  an  esti- 
mated 2,500  recipients  with  "diseases  of  blood  and  blood  forming 
organs".  The  estimated  cost  of  their  inhospital  care  was  $1,500,000. 
This  dollar  figure  applies  to  the  entire  population  of  full-scale  blood 
diseases.  The  prevalence  of  sickle  cell  anemia  in  this  population  is 
unknown. 

While  the  study  disclosed  a lack  of  statistical  information  from  third 
party  payment  sources,  it  also  revealed  that  hospitals  have  no  specific 
information  relative  to  patient  cost  factors.  This  dearth  of  statistical 
information  on  patient  care  costs  suggests  that  a method  for  determining 
patient  care  cost  finding  must  be  developed. 

Hospitalization  of  the  sickle  cell  patient  is  frequent  and  in  some 
instances  lengthy.  The  average  length  of  stay  per  hospitalization  is 
approximately  five  days. 

For  the  persons  requiring  outpatient  care  the  cost  is  paramount. 

The  following  case  histories  is  indicative  of  the  numerous  financial 
problems  which  confront  the  patient  and  family. 


Case  Summary  #1 

The  Smith  family  consists  of  Debra  age  11,  Johnny  age 
9,  Shelly  age  3,  and  Mr.  and  Mrs.  Smith.  Two  of  the  Smith 
children,  Debra  and  Shelly,  were  diagnosed  as  victims  of 
Sickle  Cell  Anemia  at  the  age  of  18  months. 
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Mrs.  Smith  contacted  the  Sickle  Cell  Society 
somewhat  hysterical  and  distraught.  The  telephone 
conversation  and  subsequent  home  visit  revealed  the 
following  information: 

Johnny,  her  9 year  old,  is  presently  hospital- 
ized. This  has  been  his  fourth  hospitalization  in  a 
six  month  period  during  sickle  cell  crisis  episodes. 
Previous  crises  have  resulted  in  a kidney  operation, 
partial  paralysis,  and  partial  blindness.  The  hos- 
pital bills  have  been  enormous.  In  addition  is  the 
need  for  auxilary  therapy,  pharmaceuticals,  braces, 
orthopedic  shoes,  and  glasses. 

The  family  had  been  functioning  adequately  on 
a modest  but  confortable  income. 

The  recent  hospitalizations,  surgery,  blood 
transfusions,  etc.  have  devastated  the  family  income. 
Mrs.  Smith  is  overwhelmed  and  under  serious  emotion- 
al strain. 

During  Johnny's  present  hospitalization 
Mrs.  Smith  was  notified  that  insurance  coverage  on 
Johnny  and  her  3 year  old  Shelly  would  be  terminated. 

The  insurance  company's  reasoning  here  was  that  they 
were  "high  risk"  individuals  because  of  the  diagnosis 
of  sickle  cell  anemia . 

Shelly  has  had  no  crises  episodes  nor  has  she 
undergone  any  medical  treatment  related  to  the  disease. 
Mrs.  Smith  felt  the  cancellation,  particularly  in  Shelly's 
case  was  discriminatory. 

The  family  was  not  eligible  for  medical  assistance 
under  medicaid  due  to  their  modest  income. 

Mrs.  Smith  revealed  that  Mr.  Smith  was  contem- 
plating leaving  the  family.  He  felt  that  the  family  may 
be  better  off  receiving  public  assistance  because  his 
present  income  was  inadequate  in  meeting  the  needs  of 
the  family. 

Mrs.  Smith  sought  the  Sickle  Cell  Society's 
assistance  in  reinstating  the  insurance  coverage,  for 
possible  help  in  paying  ror  the  braces  and  orthopedic 
shoes  in  addition  to  coverage  for  blood  transfusions. 


Case  Summary  #2 

The  Brown  family  consists  of  Mrs.  Brown  and  her 
four  children:  Phillip  age  14,  Sandra  age  7,  Donald  age  6, 
and  Debbie  age  5.  Mrs.  Brown  has  been  divorced  from 
her  husband  for  approximately  four  years. 
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Mrs.  Brown  is  3 4 years  of  age  and  was  diagnosed 
as  having  sickle  cell  anemia  at  approximately  7 years 
old.  Her  six  year  old  son,  Donald,  is  also  a victim  of 
sickle  cell  anemia  and  her  three  children  were  found  to 
be  trait  carriers . 

As  the  sole  support  of  the  family,  Mrs.  Smith 
has  been  experiencing  numerous  financial  problems. 

She  has  undergone  four  hospitalizations  in  a period  of 
one  year.  In  addition  to  this  the  need  for  regular  clinic 
visits  has  placed  her  job  in  jeopardy.  As  a result  of 
hospitalizations,  Mrs.  Brown  had  to  pay  exorbitant  child 
care  fees.  Mrs.  Brown  had  to  depend  on  neighbors  to 
care  for  her  children  in  her  absence  since  she  was  not 
eligible  for  homemaker  services  because  she  was  not  a 
DPW  recipient.  Baby  sitters  were  also  becoming  increas- 
ingly difficult  for  Mrs.  Brown  to  find.  Donald,  being 
confined  to  a wheelchair  and  totally  paralyzed  and  brain 
damaged  as  a result  of  recurrent  sickle  cell  crisis  epi- 
sodes, required  special  care  and  attention.  Most  baby 
sitters  did  not  want  to  assume  this  responsibility  and 
those  who  agreed  to  accept  it  charged  high  fees. 

Mrs.  Brown  is  partially  paralyzed  herself  and  would  not 
consider  institutional  care  for  Donald  because  she  feels 
he  is  her  responsibility. 

Mrs.  Brown  derives  great  pleasure  and  satisfac- 
tion from  her  job  as  a bar  maid.  She  stated  that  this 
provides  the  only  opportunity  for  her  to  meet  people  and 
get  out  of  the  house.  As  a DPW  recipient  she  would 
feel  worthless  and  dependent  and  maintenance  of  her  job 
has  provided  her  the  type  of  independence  she  would  not 
experience  as  a DPW  recipient.  Mrs.  Brown  does  not  re- 
ceive support  payment  for  her  children  from  their  father. 

His  whereabouts  is  unknown. 

Mrs.  Brown  realizes  that  the  financial  and  emotional 
strain  she  is  presently  experiencing  is  detrimental  to  her 
health . 

She  contacted  the  Sickle  Cell  Society  requesting 
help  in  paying  for  hospital  bills,  clinic  fees  and  medica- 
tion. She  further  explained  that  Donald's  need  for  frequent 
transfusions  has  been  costly,  the  need  for  physical  therapy, 
special  diet  and  constant  medication  have  all  been  over- 
whelming. Mrs.  Brown  stated  that  at  times  she  would  ne- 
glect to  fill  prescribed  medication  for  herself  in  order  to 
obtain  medication  prescribed  for  Donald  because  she 
could  not  afford  to  pay  for  both  prescriptions. 
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Cases  #1  and  #2  are  exemplary  of  the  types  of  cases 
the  Sickle  Cell  Society  comes  in  contact  with  on  a daily 
basis . 

The  financial  strain  created  by  overwhelming  medical 
bills,  follow-up  treatment,  medication  and  the  needs  for 
special  diets,  orthopedic  shoes,  glasses,  etc.  can  have  a 
devastating  effect  on  the  family's  income. 

These  factors  not  only  precipitate  family  breakdown, 
dissertion,  and  suicidal  attempts  but  often  leads  to  a type 
of  depression  which  is  both  costly  to  the  family  and  diffi- 
cult for  even  a professional  therapist  to  treat. 


The  preceding  case  histories  were  provided  only  for  illustrative 
purposes.  It  is  recognized  that  the  severity  of  sickle  cell  anemia  does 
not  effect  all  patients  to  the  same  degree.  There  are,  however,  certain 
common  problems  that  appear  to  apply  equally  well  to  most  known 
sickle  cell  patients.  From  these  studies  specific  attention  must  be 
directed  to  the  following  patient  cost: 

1 . Blood 

2.  Transportation 

3.  Medication 

4.  Clinic  visits 

5 . Baby  sitting 

6.  Job  time  loss 

7.  Diagnostic  service 

8.  Higher  rates  of  life  insurance 

9.  Braces 

10.  Glasses 

1 1 . Dental  Care 

12.  Orthopedic  shoes 

13.  Physical  therapy 

14.  Occupational  therapy 

15.  Dental  Services 

Prepaid  Health  Care 

It  previously  has  been  noted  that  private  payment  for  medical  treat- 
ment of  sickle  cell  anemia  is  beyond  the  financial  means  of  most  patients 
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and  their  families  0 Hence,  the  obvious  recourse  is  reliance  upon 
prepaid  medical  plans.  However,  cancellation  of  a policy  holder  be- 
cause he  has  sickle  cell  anemia  or  because  of  his  frequent  hospital- 
izations discloses  that  the  health  insurance  industry  is  not  fulfilling 
its  obligation  to  the  consumer.  A sickle  cell  parent  with  a prepaid 
health  plan  should  be  able  to  continue  to  have  the  members  of  his 
family  covered  by  health  insurance.  A diagnosis  of  sickle  cell  anemia 
should  not  be  a cause  for  policy  cancellation,  thus  placing  additional 
costs  for  medical  care  upon  the  taxpayer  population. 

The  Commonwealth  of  Pennsylvania  has  a responsibility  for  the 
health  care  of  its  citizenry.  Therefore,  we  recommend  that  the  Depart- 
ment of  Insurance  promptly  review  and  evaluate  the  availability  of  pre- 
paid health  and  life  insurance  to  sickle  cell  anemia  patients  and  the 
frequent  cancellations  of  insurance  coverage  of  sickle  cell  anemics. 
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FUND  RAISING 


Humane  causes  attract  advocates.  Sickle  cell  anemia,  as  a disease 
requiring  increased  public  concern,  has  attracted  many  persons  to  seek 
action  roles  on  its  behalf.  The  surge  of  interest  in  sickle  cell  anemia 
is  an  exciting  and  heartening  experience  for  all  who  wish  to  reduce  the 
suffering  this  disease  produces.  Some  individuals  are  selling  candy; 
others  are  taking  door-to-door  subscriptions;  others  still  are  placing  do- 
nation containers  in  local  businesses;  prominent  individuals  are  lending 
their  name  to  fund  raising  efforts;  and  many  television  and  radio  stations 
are  donating  public  service  time  to  organizations  who  wish  to  increase 
their  contributory  funding „ In  contrast  to  these  positive  volunteer  efforts, 
the  fight  against  sickle  cell  disease  has  attracted  many  who  would  exploit 
it  for  their  personal  gain. 

The  Irvis  Committee  wholly  supports  the  intent  of  the  Pennsylvania 
Solicitation  of  Charitable  Funds  Act  19  63  PL.  628  as  Amended  through  Act 
246  -1972  (HB  1446,  Page  #2565). 1 
Legislative  Intent 

The  Act  was  amended  to  add  a declaration  that  the  Act  is  not 
merely  a registry  statute  to  require  registration  of  charitable 
organizations,  professional  fund  raisers  and  professional 
solicitors,  but  also  to  "regulate  the  soliciting  of  money  and 
property  by  or  on  behalf  of  charitable  organizations,  fund 
raisers,  professional  solicitors  and  to  require  proper  account- 
ing for  the  use  and  distribution  of  said  funds.  " 
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Appreciation  for  analysis  of  the  "Act"  to  Pennsylvania  Department  of 
Community  Affiars , the  Department  of  State,  and  to  Community  Services 
of  Pennsylvania . 


Registration  of  Charitable  Organizations 
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The  Act  requires  that  an  annual  registration  statement  be 
filed  with  the  Department  of  State  prior  to  any  solicitation 
by  every  charitable  organization  which  intends  to  solicit 
funds  in  the  State. 


Registration  Fees 

The  amended  act  increased  the  registration  fee  from  $10  to 
$25  for  any  charitable  organization  which  engages  a pro- 
fessional fund-raising  counsel  and/or  spends  7%  or  more 
contributions  received  for  administration  purposes,  and 
received  gross  contribution  of  $25,000  or  less  from  the 
public  in  the  preceding  year;  and  to  $100  if  such  contri- 
butions were  in  excess  of  $2  5,000;  requires  disapproval 
of  registrations  for  any  organization  for  a false  statement 
or  if  the  organization  has  been  involved  in  a fraudulent 
enterprise;  or  if  the  solicitation  would  be  a fraud  on  the 
public;  or  if  total  solicitation  and  fund  raising  expenses 
including  allocable  salary  and  overhead  costs  during  any 
of  the  preceding  3 years,  or  for  the  projected  year,  have 
been  or  would  be  more  than  35%  of  total  pledges  and  con- 
tributions o . . . 


Fund  Raising  Practices 

In  keeping  with  the  intent  of  Solicitation  of  Charitable  Funds  Act, 
as  amended,  this  Sickle  Cell  Anemia  Committee  recommends  that  or- 
ganizations allied  with  the  cause  of  sickle  cell  anemia  have  the  follow- 
ing characteristics:^ 

1.  Have  an  active,  voluntary  governing  body,  with 
representation  from  diverse  elements  in  the  com- 
munity, that  would  exercise  effective  control  over 
the  operations  of  the  organization; 
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Fund  raising  practice  statements  based  on  information  provided  by 
the  Easter  Seal  Society  for  Crippled  Children  and  Adults,  the  National 
Information  Bureau  and  the  United  Way  of  America. 
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2 . Faithfully  adhere  to  a policy  of  non-discrimination 
with  respect  to  age,  sex,  race,  religion  and  natural 
origin  with  respect  to  the  composition  of  its  govern- 
ing body,  committees  and  staff  and  the  persons 
whom  it  directly  and  indirectly  serves; 

3.  Have  been  ruled  exempt  from  taxation  under  Section 
501  (c)  (3)  of  the  Internal  Revenue  Code  and  corre- 
sponding peovisions  of  other  applicable  state  or 
local  or  foreign  laws  or  regulations; 

4.  Comply  with  all  applicable  legal  operating  and  re- 
porting requirements; 

5.  Operate  with  an  annual  budget  approved  in  advance 
by  the  governing  body; 

6.  Use  ethical  methods  of  publicity,  promotion  and  so- 
licitation of  funds; 

7.  Pay  no  commissions  in  connection  with  fund  raising; 

8.  Have  an  annual  audit  by  an  independent  public  accoun- 
tant whose  examination  is  made  in  accordance  with 
generally  accepted  auditing  standards; 

9.  Issue  an  annual  report  to  the  public,  including  a 
financial  report  that  complies  with  the  "Standards  of 
Accounting  and  Financial  Reporting  for  Voluntary 
Health  and  Welfare  Organizations"  or  other  similar 
standards  that  may  from  time  to  time  be  recognized 
and  approved  by  the  organization's  board  of  directors. 


There  is  a tone  of  urgency  and  a desire  for  immediate  reform  and 
controls  in  the  solicitation  of  sickle  cell  anemia  funds.  There  must  be 
continued  vigilance  to  assure  that  exploitation  of  sickle  cell  anemia 
does  not  occur  within  the  Commonwealth  of  Pennsylvania.  If  Pennsyl- 
vania is  to  be  successful  in  its  efforts  to  combat  sickle  cell  disease 
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within  the  State,  it  will  be  the  lot  of  its  citizenry,  in  the  largest  measure, 
to  perform  the  difficult  function  of  identifying  those  individuals  and  groups 
exploiting  the  cause  of  sickle  cell  anemia  and,  it  will  be  the  responsibility 
of  the  State  to  prosecute  individuals  in  violation  of  fund  raising  statutes. 
To  do  less  would  shortchange  those  who  have  contributed  to  a worthy 


cause . 
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SUMMARY  AND  RECOMMENDATIONS 

The  Committee  has  explored  issues  involved  in  sickle  cell  anemia, 
examined  components  of  existing  programs  and  identified  some  areas  of 
potential  conflict.  Many  factors  and  forces  contribute  to  the  success 
of  providing  services  to  patients  with  sickle  cell  anemia.  Educational 
and  training  programs  requirements;  screening,  counseling  and  education 
programs;  the  quality  and  standards  of  health  care;  and  organizational 
and  administrative  patterns  in  the  delivery  of  health  services  are  highly 
significant  factors  in  the  provision  of  services  to  patients  and  families 
with  sickle  cell  anemia.  If  the  Committee’s  effort  is  to  be  considered 
a productive  one,  the  Commonwealth  will  have  to  apply  some  of  the 
findings  of  this  report. 

It  should  be  noted  that  some  of  the  recommendations  by  the  Com- 
mittee will  not  require  additional  funds,  but  rather  a reorganization  and 
improved  coordination  and  planning  of  existing  services.  The  recommen- 
dations made  in  this  report  should  aid  to  improve  the  lot  of  patients  and 
families  with  sickle  cell  anemia.  In  the  long  run,  these  recommendations  1 
should  enhance  the  opportunity  of  those  who  have  sickle  cell  anemia  ro 
contribute  significantly  to  the  growth  of  the  Commonwealth  of  Pennsyl- 
vania . 

The  following,  then,  are  the  final  overall  recommendations  of  the 
Irvis  Committee  on  Sickle  Cell  Anemia: 
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RECOMMENDATIONS 

1.  The  nature  and  seriousness  of  planning  efforts  to  combat 
sickle  cell  anemia  disease  calls  for  a reappraisal  of  sickle  cell 
anemia  programs  in  the  Commonwealth  of  Pennsylvania  on  a con- 
tinued basis.  Priority  consideration  should  be  given  to  the  estab- 
lishment of  a committee  that  would  have  an  ongoing  responsibility 
for  monitoring  programs  of  sickle  cell  anemia  in  the  Commonwealth 
of  Pennsylvania . 

Any  monitoring  implementation  should  be  made  through 
a permanent  core  committee.  Committee  membership 
should  include  the  Chairman  and  the  Task  Force  Chair- 
men of  the  Irvis  Committee  on  Sickle  Cell  Anemia  for 
the  State  of  Pennsylvania. 

2.  Research  is  highly  important  to  improvement  in  the  delivery 
of  health  services.  The  Committee,  while  recognizing  the  need 
for  research  in  sickle  cell  anemia,  strongly  recommends  that  the 
Commonwealth  establish  regulations  with  regard  to  the  use  of 
human  subjects  in  biomedical  research. 

3.  Regional  Sickle  Cell  Centers  should  be  established  in  five 
regions  of  the  Commonwealth  of  Pennsylvania  to  provide  services 
to  the  sickle  cell  anemia  patient. 

4.  Funding  criteria  should  be  established  for  all  programs  of 
sickle  cell  anemia  that  require  state  revenue. 
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5.  The  Committee  strongly  recommends  that  there  shall  be  no 
mandatory  testing  for  sickle  cell  anemia  in  the  Commonwealth  of 
Pennsylvania , 

6.  The  Committee  strongly  urges  strict  enforcement  of  the 
Charitable  Solicitations  Act. 

7.  The  State  should  establish  regulations  that  the  Bureau  of 
Vocational  Rehabilitation  recognize  sickle  cell  anemia  as  a chronic, 
disabling  disease. 

8.  The  Pennsylvania  Department  of  Health  should  be  charged 
with  the  responsibility  to  establish  uniform  standards  for  the  pro- 
fessional medical  manpower  who  will  staff  the  Regional  Sickle  Cell 
Centers . 

9.  It  is  recommended  that  the  Regional  Centers  be  responsible 
for  the  establishment  and  coordination  of  training  personnel  work- 
ing with  sickle  cell  anemia. 

10.  Monitoring  of  all  educational  and  informational  material  on 
sickle  cell  anemia  should  be  given  priority  and  an  office  in  the 
Pennsylvania  Department  of  Public  Health  should  be  assigned  this 
responsibility,  e.g.,  the  Division  of  Public  Health  Education  in 
the  Pennsylvania  Department  of  Health. 

11.  Educational  materials  on  sickle  cell  anemia  should  be  in- 
cluded in  all  professional  health,  welfare  and  educational  insti- 


tutions training  professionals  and  paraprofessionals  to  work  with 
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sickle  cell  anemia  patients  and  to  conduct  education,  screening 
and  counseling  programs,  e.g.  medical  schools,  nursing  schools, 
dental  schools,  social  work  schools,  schools  of  education,  etc. 
12.  Information  on  patient  cost  factors  for  sickle  cell  anemia 
patients  is  currently  unavailable.  It  is  recommended  that  a 
method  for  determining  patient  care  costs  should  be  developed. 
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Irvis  Committee  on  Sickle  Cell  Anemia 
Task  Force  Committee  Charge 

The  "Irvis  Committee  on  Sickle  Cell  Anemia"  is  concerned  with 
coordination,  confidentiality,  standards  and  procedures,  in  programs 
on  sickle  cell  anemia  in  the  State  of  Pennsylvania.  Moreover,  the 
"Committee"  is  committed  to  the  principles  of  recommending  guide- 
lines and  ways  of  reducing  fragmentation,  duplication  and  overlapping 
of  sickle  cell  programs  in  Pennsylvania. 

The  current  trend  in  the  state  indicates  an  increased  number  of  indi- 
viduals and  groups  becoming  involved  in  sickle  cell  programs  on  educa- 
tion, screening,  counseling,  fund  raising  confusion  and  consequently 
poor  planning  which  has  resulted  in  a plethora  of  misinformation  being 
thrust  upon  the  community.  Indeed  some  of  the  information  has  provided 
a forum  for  considerable  debate.  Very  little  information  or  knowledge 
is  available  on  the  complexity  and  durability  of  damage  that  might  or  is 
being  done  with  poorly  planned  screening  programs,  inadequate  counsel- 
ing, educational  programs  and  the  lack  of  follow-up  of  contacts.  Further, 
little  if  any  attention  has  been  given  to  patient  care.  Consequently, 
patient  care  is  sporadic  and  not  comprehensive.  The  utility  and  func- 
tioning of  some  programs  in  the  State  has  not  been  a solid  achievement. 
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The  "Irvis  Committee  for  Sickle  Cell  Anemia"  will  undertake  the 
task  of  looking  at  the  problems  of  sickle  cell  anemia  concerning  itself 
with  six  major  areas: 


1. 

Education  and 

Communications 

2. 

Finance 

3. 

/ 

Comprehensive  Patient  Care 

4, 

Counseling 

5 , 

Scientific  and 

Technical  Affairs 

6 . 

Rehabilitation 

The  "Irvis  Committee  on  Sickle  Cell  Anemia"  plans  to  prepare  a 
report  on  the  meetings  conducted  by  each  Task  Force  Group.  What  the 
Committee  plans  to  do  is  perhaps  unique  in  sickle  cell  anemia;  however, 
it  must  be  done.  We  are  aware  that  we  will  be  treading  in  a supersensi- 
tive area — challenging  the  very  existence  of  sickle  cell  programs  in  the 

State* 

The  Task  Forces  are  charged  with  the  responsibility  for: 

1.  Reviewing  reports , records  (where  indicated),  legislation 
(federal  and  state),  and  the  literature  of  programs  on 
sickle  cell  anemia. 

2 „ Reviewing  information  on  matters  of  policy,  practice, 
procedures,  standards,  and  confidentiality  of  programs 
of  public  and  voluntary  agencies. 


-3- 


3.  Assessing  cooperation  of  public  and  voluntary  groups 
interested  in  planning  programs  of  sickle  cell  anemia. 

4.  Identifying  problems  in  public  and  voluntary  organiza- 
tions and  recommending  changes. 

5.  Assessing  patient  care  services  and  recommending 
ways  of  incorporating  sickle  cell  patient  care  into 
comprehensive  health  care. 

6.  Lending  consultation  services  to  voluntary  groups 
who  wish  to  be  informed. 

In  taking  on  the  aforementioned  charge,  our  existence  has  been  sub- 
stantiated to  the  Governor  by  letter  from  the  Honorable  K.  Leroy  Irvis' 
office  and  the  Chairman  of  the  Irvis  Committee  on  Sickle  Cell  Anemia  in 
the  hope  of  facilitating  the  task  we  are  undertaking. 

Needless  to  say,  we  are  undertaking  a difficult  task,  one  which 
will  possibly  make  us  the  butt  of  vehement  denunciations  by  some  in- 
dividuals and  groups  in  the  state.  Nevertheless,  we  should  manifest  an 
earnest  Sunday-morning  optimism.  Indeed  our  report  should  stir  the  imag- 
ination to  the  extent  that  there  will  be  some  order  emerging  from  the  exis- 
ting chaos . 


William  R.  Montgomery 
Chairman 

Irvis  Committee  on  Sickle  Cell  Anemia 


May  22,  1972 
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QUESTIONNAIRE 

Irvis  Committee  on  Sickle  Cell  Anemia 
Governor's  Health  Task  Force 

1.  Program  Name 

Street  Address 

City,  State Zip  Code 

Business  Telephone 

2.  Name  of  Program  Head 

Title  of  Program  Head 

3.  Is  your  program  administered  by  a larger  agency? 

Yes No  (If  no,  skip  to  question  4) 

If  yes,  what  is  the  name  of  Administering  agency 


Address 

City,  State Zip  Code 

4.  When  did  your  program  first  begin? 

Program  began 

Month  Year 

5.  How  large  an  area  does  your  program  serve? 

A.  Number  counties 

B.  Names  of  counties  served 


C(  Approximate  number  of  people 
D.  Other  (specify) 
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6.  Do  you  have  an  advisory  or  policy-making  board  or  committee? 

Yes No  (if  no,  skip  to  question  7) 

A.  If  yes  is  it:  a)  Advisory  or 

b)  Policy  making 

c)  other  (describe) 

B.  If  yes  how  many  are  Black,  Spanish-speaking,  and  other? 
Black 

Spanish 

White 

Total  Board  Members 

C.  If  yes  how  are  they  selected? 

Appointed 

Elected 

Other  (specify) 

D.  If  appointed,  by  whom? 

Mayor 

City  (governing  body) 

Administering  Agency 

Community  (local) 

Other  (specify) 

Other  (specify) 

7.  What  proportion  of  your  total  budget  comes  from  the  following  sources? 

Funding  Source  Percent  of  total  budget 

a)  Federal  Funds 

b)  State  Funds  

c)  County  Funds  

d)  City,  Borough,  etc. 

e)  Corporations  

f)  Foundations  

g)  Contributions  __ 

h)  other  (specify)  
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8.  What  is  the  present  size  of  the  staff  administering  your  program? 
flow  many  are  full  time,  part  time,  volunteers,  etc? 


Staff  Position 

Total  Number  1 Full  Time 

3/ 4 time 

1/2-3/ 4 

1/3  or  less 

i 

Director 

- 

Doctors 

Case  Workers 

Counselors 

Nurses 

Volunteers 

New  Professionals 
or  Outreach  workers 

Clerical 

Consultants 

Other  (specify) 

9*  How  are  people  informed  of  your  program?  (Check  as  many  as  apply; 
circle  primary  source  of  referral) 

a)  Agency  referrals  (e.g.  public  health,  social  service,  etc.) 

b)  Local  Community  organizations 

c)  Family,  relatives  & friends  

d)  TV  and  radio  announcements 

e)  Mobile  units 

f)  Circulars  and  posters 

g)  Local  newspapers 

h)  Speaker's  bureau 

i)  Telephone 

j)  Public  announcements  at  organizational  meeting 

k)  Outreach  workers 

l)  Other  (specify) 
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10.  Fully  describe  your  program  in  terms  of  the  services  that  are  provided. 

a)  Screening 

b)  Counseling _______________ 

c)  Patient  Care ______ 

d)  Fund  raising 

e)  Research 

f)  Other  (Specify)__ 


PUBLIC  INFORMATION  AND  COMMUNICATION 

11.  Describe  materials  used  for  informational  and  educational  activities, 
and  if  possible  attach  sample  copies: 


12.  Describe  any  informational  or  educational  activities  already  performed 
or  being  planned  by  your  program  (seminars,  brochures,  town  meetings, 
use  of  media,  etc.) 


13.  List  resource  personnel  utilized  in  these  activities  and  their  role 
(universities,  consultants,  outside  experts  , etc.)_ 
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PERSONNEL  EDUCATION  AND  TRAINING 

14,  Describe  any  training  activities  performed  or  planned  (orientation, 
inservice  training,  workshops,  etc.) 


A.  Resource  personnel  utilized: 


B,  Personnel  in  charge  of  such  projects  (volunteers,  staff,  etc.) 


C,  Personnel  receiving  training 


D.  Person  responsible  for  training  projects 

Name  and  title 

Address 

E.  Describe  training  materials  used  and  attach  sample  copies 

if  possible: 


15,  List  other  groups  that  you  are  aware  of  that  are  involved  in  Sickle 
Cell  Anemia  projects: 


16,  Would  you  be  interested  in  cooperating  with  other  groups  sponsoring 
Sickle  Cell  programs? 


17  . Would  you  be  interested  in  participating  in  a state-wide  clearinghouse 
for  information  on  Sickle  Cell  Anemia? 
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18 . Please  add  additional  comments,  recommendations,  etc 


Name  of  person  answering~~questironnaire 


Title  or  position  of  person  answering 
questionnaire 


DATE 
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March  3 , 197  2 


PROTOCOL 

for 

MEDICAL  EXPERIMENTATION  AND 
PHARMACEUTICAL  TESTING 


Attached  will  be  found  a report  entitled  Protocol 
for  Medical  Experimentation  and  Pharmaceutical  Testing. 
This  report  v/as  prepared  by  an  outstanding  committee. 
The  chairman  was  'Robert  Brutsche,  'M.D.y  Cniet  Medical 
Officer,.  U.  S.  Bureau  of  Prisons,  .Joseph  Batten,  :7.D. 
formerly  of  the  Menniger  Clinic,  now  Director, 

Division  of  Law  and  Psychiatry,  San  Francisco, 

Mr.  John  Gavin  recently  retired  Commissioner  of 
Corrections,  Commonwealth  of  Massachusetts,  Ralph 
Gray,  MD  Director  of  Medical  Services,  Texas  Depart- 
ment of  Corrections,  and  Mr.  Eugene  Barkin,  General 
Counsel,  U.  S.  Bureau  of  Prisons. 

This  material  v/as  presented  at  the -.Mid-Winter 
Board  meeting  held  in  Omaha,  Nebraska,  February  17-1 S, 
1972.  It  was  approved  by  the  Board  with  an  expression 
of  appreciation  to  Dr.  Brutsche  and  his  Committee  for 
their  fine  contribution. 

Because  regulation  changes  by  federal  departments 
and  court  decisions  affect  the  areas  covered  by  this 
Protocol  an  attempt  will  be  made  to  make  revisions 
when  the  need  is  indicated. 


I trust  this  material  v/ill  be  of  help  to  you 
and  if  you  have  any  comments,  please  share  them  with 
us . 


-u-.  Preston  Sharp,  Ph.D. 

102o<j  Congress  of  Correction  - August  20-25,  1972  - Willi.—,  f’enn  Mot.!  Mi;  b,noh#  p,  r ;•  , 

AFFILIATES- American  Association  of  Corrcciiona!  PsychologistG  £ RMl/aBcXl  ti<&!A&ZclIx,on  . Association 

National  Jail  ASIoc.ation  s,  American  Association  of  Wardens  and  Super, mendems  o The  Women's  Correctional  Assoc, at, 
America  « Correctional  Education  Assoc, oi. on  o Correctional  Industries  Association  e Tho  Salvation  Army  > Correct 
U-VA.  a Association  of  State  Correction,,!  Administrator,  o National  Council  on  Cfimo  and  Doluv.unncy  . Arrvr.ca 
AasocCon  . National  Correctional  ttacreation  Association  » National  Juvenile  U.|«nl,<m  o *.r««aCr/,vn„ 
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February  18,  1972 


MEDICAL 


P R 0 T O C 
for 

EXPERIMENTATION  AND 


0 L 

PHARMACEUTICAL  TESTING 


The  Administration—/  shall  utilize  a committee  as  described  in 
Title  21,  USC,  required  by  the  Food  and  Drug  Administration  for 
experimentation  with  all  investigational  drugs././ 

It  shall  be  the  responsibility  of  the  administration  to  insure 
proper  and  complete  review  from  both  the  technical  and  the  broad 
ethical  and  moral  standpoint.  If  appropriate  personnel  are  not 
available  from  staff  or  consultants,  another  committee  should  be 
utilized.  Such  a committee  most  often  would  be  a standing 
committee  at  a university  or  other  medical  center. 

If  an  outside  committee  is  utilized,  an  inside  committee  shall 
also  be  available  to  finalize  recommendations  to  the  Adminis™ 
trator ././ 

The  Administrator  shall  retain  authority  to  veto  any  experimental 
project  (either  prior  to  initiation  or  during  progress)  even  though 
approved  by  all  committees.  The  Administration  shall  take 
particular  cognizance  of  features  of  the  experimentation  that  are 
.inappropriate  in  the  correctional  setting..  4/ 


Each  volunteer  shall  be  given  a full  verbal  and  written  explana- 
tion compatible  with  the  principle  of  medical  "informed  consent." 
This  shall  be  documented  and  each  volunteer  shall  execute  a signed 
consent.  5_/ 


The  Administration  shall  insure  that  each  volunteer  is  screened 
for  both  physical  and  emotional  preparedness  for  participation  in 
the  experiment.  6/ 


The  Administration  shall  carefully  evaluate  the  nature  and  degree 
of  compensation  provided  to  any  and  all  volunteers  and  satisfy 
themselves  that  the  compensation  is  compatible  with  the  general 
welfare  of  the  institution.  7/ 

ine  Administration  shall  insure  that  any  infringement  upon  inmate 
schedules  does  not  compromise  ongoing  programs  and/or  other  related 
correctional  activities.  0/ 

Even  though  in  many  situations  a prison  population  may  constitute 
an  unusually  satisfactory  group  for  a particular  experimental 
study  (there  may  be  a specific  need  for  a population  existing 
under  these  controlled  conditions)  the  Administration  should  not 
ue  unduly  influenced  by  this  need.  9/ 


Mic  Nuremberg  principles  (enumerated  at  the  Nuremberg  War  Crimes 
•trial  - attached)  and  the  Declaration  o £%He Isdrnk 1 <;!  be  iV/’.'vp't'h 
followed  though  with  appropriate  expansion  ant’d othd^'-'i^^i^^ation  • 
ay  the  Administration  to  avoid  unreasonable  risks.  10/ 


Protocol  for  Medical 


- o - 
«-■ 

Ex~ erimentation  and  Pharmaceutical  Testing 


Footnotes 


1/  The  term  "Administrar 
correctional  system  c 


n"  is  used  throughout  to  mean  institution, 
other  jurisdiction,  whichever  is  applicable. 


The  Institutional  Rev 
multidisciplined  to  a 
ethical  and  moral  asp 
scientific  represents 
to  several  of  the  fol 


v Committee,  required  by  the  FDA,  must  be 
cuately  review  both  the  scientific  and  the 
ts  of  a proposed  study . In  addition  to 
ves , committee  membership  shall  include  one 
wing : 


lawyers  - clergymen 
psychologists  - and 
and  when  possible? 
population  (the  pri 


- sociologists  - social  workers  -- 
other  mental  health  professionals 
representatives  of  the  consumer 
s oners) „ 


f 


The  Committee  shall  have  responsibility  not  only  for  the  initial 
approval  of  a project,  but  also  for  ongoing  monitoring  and  periodic 
evaluation  of  progress,  with  the  option  of  stopping  the  project  at 
any  time . 


3/  This  inside  committee  should  also  be  multi-disciplined  and  may  be 
required  to  perform  the  sole  review  of  these  experiments  not  cover- 
ed under  FDA  regulations „ 


v There  are  clearly  many  projects  which  constitute  no  problem  in 
other  settings  but  because  of  the  nature,  risk,  or  ramifications 
are  unwise  in  the  correctional  setting;  for  example,  any  signifies! 
risk  of  fatality o A project  involving  such  a risk  is  unfair  to 
the  volunteers  and  potentially  damaging  to  the  image  of  correction: 


5/  Preferably  the  signed  consent  shall  include  a reasonable  review  of 
the  project  in  the  text  of  the  consent  with  a copy  given  to  the 
volunteer.  Documentation  should  also  enumerate  and  clarify  the 
full  consent  procedure  that  was  followed. 


y 


Particular  attention 
reasons  for  voluntee 
in  the  evaluation  of 


should  be  paid  to  emotional  factors  including 
ring.  Professional  assistance  should  be  sough 
borderline  volunteers  who  are  being  favorably 


considered. 


7/ 


The 


Ad  Hoc  Committee  discussed  at  length  the  entire  question  of 


authenticity  of  volunteering,  particularly  when  compens. 


any 


offer 


OH  aCOl 


offered.  For  example,  minority  view  held  that 

tional  "good  time"  constitutes  unfair  inducement;  or  even  the  ad 
of  volunteering  carries  with  it  the  expectation  of  latent  benefits 
and  conversely  failure  to  volunteer  may  create  the  expectation  of 
adverse  action.  It  was  the  majority  and  final  view  of  the  commit! 
th 


at  the  usual  benefits  offered  are  too  small  to  be  considered 


> • >-\ 

L*.  i K Cl 


ir  inducement.  The  unofficial  legal  opinion  held  that  a 
prisoner  may  be  considered  a bonafide  volunteer  despite  small 


.dr 


lucements.  The 
uhn  i a i .q  t*  ra  t i on . 


matter  of  compensation  is  therefore  left  with  tl 


3 


>otnotes  (continued) 


)/  Adequate  time  is  necessary  for  education,  vocational  training, 
recreation,  work  detail,  counseling,  and  related  programs . In 
most  instances,  experimental  projects  requiring  significant 
amounts  of  inmate  time  would,  in  fact,  compromise  these  basic 
programs . 


'/  The  prison  population  constitutes  a readily  available  group  of 
individuals  whose  environment  can  be  well  identified,  described 
and  controlled.  Prisoners  are  usually  willing  volunteers  and 
accept  minimal  compensation.  Consequently  they  are  frequently 
sought  for  experimental  studies. 


/ The  Nuremberg  principles  are  quite  bread  a nd  require  more  criticaj. 
definition  with  respect  to  institutional  problems. 


■x 
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6110. 1 
10-31-67 
VOLUNTEERS" 


Prepared  by  the  War  Crimes  Trial  Prosecution  at  Nuremberg 


absolutely  essential 


have 


.egal 


The  voluntary  consent  of  the  human  subject 
This  means  that  the  person  involved  should 
to  give  consent;  should  be  so  situated  as  to  be  able  to  exercise 
free  power  of  choice,  without  the  intervention  of  any  element  of 
force,  fraud,  deceit,  duress,  overreaching,  or  other  ulterior  form 
of  constraint  or  coercion;  and  should  have  sufficient  knowledge 
and  comprehension  of  the  elements  of  the  subject  matter  involved 
as  to  enable  him  to  make  an  understanding  and  enlightened  decision 
This  latter  element  requires  that  before  the  acceptance  of  an 
affirmative  decision  by  the  experimental  subject  there  should  be 
made  known  to  him  the  nature,  duration,  and  purpose  of  the  experi- 
ment; the  method  and  means  by  which  it  is  to  be  conducted;  all 
inconveniences  and  hazards  reasonably  to  be  expected;  and  the 
effects  upon  his  health  or  person  which  may  possibly  come  from 
his  participation  in  the  experiment. 


The  duty  and  responsiblity  for  ascertaining  the  quality  of  the 
consent  rests  upon  each  individual  who  initiates,  directs,  or 
engages  in  the  experiment.  It  is  a personal  duty  and  responsibil- 
ity which  may  not  be  delegated  to  another  with  impunity. 


The  experiment  should  be  such  as  to  yield  fruitful  results  for  the 
good  of  society,  unprocurable  by  other  methods  or  means  of  study, 
and  not  random  and  unnecessary  in  nature. 


The  experiment  should  be  so  designed  and  based  on  the  results  of 
animal  experimentation  and  a knowledge  of  the  natural  history  of 
the  disease  or  other  problem  under  study  that  the. anticipated 
results  will  justify  the  performance  of  the  experiment. 

The  experiment  should  be  so  conducted  as  to  avoid  all  unnecessary 
physical  and  mental  suffering  and  injury. 


No  experiment  should  be  conducted  where  there  is  a prior  reason  no 
believe  that  death  or  disabling  injury  may  occur;  except,  perhaps, 
in  those  experiments  where  the  experimental  physicians  also  serve 
as  subjects. 


The  degree  of  risk  to  be  taken  should  never  exceed  that  deter- 
mined by  the  humanitarian  importance  of  the  problem  to  be  solved 
by  the  experiment. 

Proper  preparations  should  be  made  and  adequate  facilities 
provided  to  protect  the  experimental  subject  against  even  remote 
possibilities  of  injury,  disability,  or  death. 
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The  experiment  should  be  conducted  only  by  scientiiical  iy 
qualified  persons.  The  highest  degree  of  skill  and  care  should 
be  required  through  all  stages  of  the  experiment  of  those  who 
conduct  or  engage  in  the  experiment. 


During  the  course  of  the  experiment  the  human  subject  should  be 
at  liberty  to  bring  the  experiment  to  an  end  if  he  has  reached 
the  physical  or  mental  state  where  continuation  of  the  experimen 
seems  to  him  impossible. 


During  the  course  of  the  experiment  the  scientist  in  charge  mus 
be  prepared  to  terminate  the  experiment  at  any  stage,  if  he  has 
probable  cause  to  believe,  in  the  exercise  of  the  good  faith, 
superior  skill,  and  careful  judgement  required  of  him,  that  a 
continuation  of  the  experiment  is  likely  to  result  in  injury, 
disability,  or  death  to  the  experimental  subject. 


' 


SICKLE  CELL  ANEMIA  JULY  1,  1971  - JUNE  30,  1972 
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York 

TOTAL 

NOTE:  90  clients  were  Negro  and  2 were  of  undetermined  race 
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APPENDIX  V 
QUESTIONNAIRE 

Irvis  Committee  on  Sickle  Cell  Anemia 
Governor's  Health  Task  Force 


Agency 

Street  Address__ 

City  and  State Zip  Code 

Telephone  Number 

Director_ 

1.  How  many  patients  with  a diagnosis  of  sickle  cell  anemia  are 
currently  engaged  in  vocational  training  in  your  Agency?  No. 

2.  What  is  the  source  of  referral  of  sickle  cell  anemia  patients? 

Bureau  of  Vocational  Rehabilitation  (Dept.  L.  & I.) 

Hospital  

Department  of  Public  Welfare  

Department  of  Public  Health  

S ta  te  

Local  

Physician  

Private  Organization  

Other  (specify)  


3.  What  is  the  age  range? 

Below  15  25  - 27 

16  - 18 28  - 30 

19  - 21  31  - 33 

22  - 24  34  and  above 


4.  How  long  have  they  been  in  your  agency? 

less  than  12  months 18  to  24  months 

12  to  18  months  _____  24  and  above  

(if  above  24  months  indicate 
specific  number  of  months) 


-2- 


5.  How  many  patients  with  a diagnosis  of  sickle  cell  anemia  have 
been  involved  in  your  agency's  rehabilitation  program? 


6 . 


What  section  of  the  state  do  the  sickle  cell  anemia  patients 
come  from  ? 

Southwest  South  Central  

Northwest Northeast  ___ 

North  Central  Southeast 


7.  For  what  reasons  were  the  sickle  cell  anemia  patients  in  your 
agency  referred  for  rehabilitation? 

Orthopedic  Visual 

Mental  retardation Psychiatric  

Speech 

Other  (Specify)  


8. 


Which  services  do  you  provide 

Physical  Therapy 

Speech  Therapy  

Occupational  Therapy 

Education  

Job  Placement  

Other  (Specify)  


for  sickle  cell  anemia  patients? 

Skills  Training  

Medical  Care  

Dental  Care  

Psychiatric  Service 

Social  Services  

Psychological  Service 


9.  Is  the  emotional  handicap  around  a specific  problem? 

Family  School  

Marital  Employment 

Other  (Specify) 

10.  What  types  of  individuals  provide  support  services  in  your  Agency  ? 

Psychiatrist  Psychologist 

Social  Worker  Aides 


11.  What  is  the  level  of  formal  education  of  sickle  cell  anemia  patients 
in  your  agency? 

Up  to  8 Junior  College 

9 to  12 College  __ 

Other  (Specify) 


12.  If  you  have  job  placement  services,  how  many  sickle  cell  anemia 

patients  have  you  placed?  

13.  Are  they  being  placed  in  jobs  for  which  they  have  been  trained? 


/ 
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14.  In  what  type  of  jobs  are  sickle  cell  anemics  being  placed?  (specify) 


15.  How  are  services  to  sickle  cell  anemics  being  financed? 

Insurance  Bureau  of  Vocational 

Private  Rehabilitation 

Department  of  Public  Department  of  Public 

Welfare  Health  

Other  (Specify) 


(Name  of  person  completing  questionnaire) 


Title 


Date 


APPENDIX  VI 


SCHOOL  OF  MEDICINE 
UNIVERSITY  OF  PITTSBURGH 
PITTSBURGH,  PENNSYLVANIA  15213 


APARTMENT  OF  MEDICINE 


March  21 , 1973 


Mr.  William  Montgomery 
Assistant  for  Community  and 
Urban  Relations  (Health) 
Vice  Chancellor's  Suite 
University  of  Pittsburgh 
School  of  Medicine 
Pittsburgh,  Pennsylvania 


Dear  Bill, 

I am  qui  te  surprised  to  find  from  you  that  the  Bureau  of  Vocational 
Rehabilitation  of  the  Department  of  Labor  and  Industry  as  well  as  others 
do  not  consider  Sickle  Cell  Anemia  to  be  a handicap.  This  must  reflect 
profound  ignorance  concerning  this  disease.  It  is  a severe  and  life-long 
nandi  cap , although  the  severity  does  seem  to  differ  from  one  patient  to 
another.  Even  in  the  absence  of  any  complications  of  the  disease,  and  as 
you  know,  they  are  indeed  frequent,  the  patient  is  invariably  anemic;  this 
means  that  he  is  tired,  cannot  carry  out  heavy  physical  labor  and  is  severely 
handicapped.  The  majority  of  patients  have  growth  defects  in  that  they 
are  shorter  and  under  weight  as  compared  to  the  average  population,  which 
in  and  of  itself  represents  a handicap.  This  again,  is  secondary  to  their 
disease.  The  frequency  of  complications,  such  as  painful  crisis,  leg  ul- 
cer, gall  bladder  disease,  heart  disease  and  what-have-you  are  not  second- 
ly in  any  sense.  They  are  really  a primary  part  of  the  underlying  process 
of  sickling  and  also  constitute  a handicap. 

In  other  words,  to  consider  them  not  to  be  handicapped  is  blatantly 
ridiculous. 


Si  ncerely 


Dane  R.  Boggs,  M.D. 
Professor  of  Medicine 


Chief,  Division  of  Hematology 


DRB/ams 
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APPENDIX  VII 

NATIONAL  ASSOCIATION  FOR  SICKLE  CELL  DISEASE,  INC. 


945  SOUTH  WESTERN  AVENUE,  SUITE  206,  LOS  ANGELES,  CALIFORNIA  90006 

(213)  731-1166 


IFPICERS 

RLES  F.  WHITTEN,  M.D. 
1 3i  evident 

■ Cell  Detection  and 
nation  Program,  Inc. 
it,  Michigan 

HR \XTON  BOYD 
First  Vice  Pres  idem 
iation  for  Sickle  Cell 
ia  Research 
ington,  D.C. 

HIGGINS,  M.D. 
ccond  Vice  President 
Cell  Disease  Research 
Iation  of  Texas 
on,  Texas 

N McBARNETTE 
'bird  Vice  President 
Iation  for  Research  and 
tion  in  Sickle  Cell  Disease 
York,  New  York 

LULU  CARTER 
caret  ary 

Cell  Anemia  Disease 
ch  Foundation  of  the 
.rea,  Inc. 

'rancisco,  California 

!IE  L.  JONES 
'reasurer 

Cell  Disease  Research 
Iation,  Inc. 
ngeles,  California 


MS.  DOROTHYE  II.  BOSWELL 

Fe  br  u a r y 2 2 , 1973  E xccutu  e Dir“‘°r 


Mr.  William  R.  Montgomery 

Assistant  for  Community  and  Urban  Relations  (Health) 

Office  of  the  Vice  Chancellor 
University  of  Pittsburgh 
Pittsburgh,  Pennsylvania  15213 

Dear  Mr.  Montgomery: 

Sickle  Cell  Anemia  is  a chronic,  incurable,  and  often 
debilitating  disease  which  results  in  some  degree  of  disability. 

Patients  with  a diagnosis  of  sickle  cell  anemia  may  need 
physical  therapy,  speech  therapy  or  occupational  therapy.  The 
patient  may  need  a work  evaluation,  training,  or  sheltered  work 
employment,  need  homemaker  services,  home  bound  teaching, 
psychiatric  and/or  social  services. 

Unfortunately,  sickle  cell  anemia  is  not  recognized  as  a 
handicap  by  some  state  vocational  rehabilitation  agencies. 
According  to  the  1970  census  there  are  1,016,514  blacks  in 
Pennsylvania.  Based  on  the  incidence  of  sickle  cell  anemia 
there  are  approximately  2,000  sickle  cell  anemics  in  Pennsyl- 
vania. According  to  the  statistics  of  the  Bureau  of  Vocational 
Rehabilitation  of  the  Department  of  Labor  and  Industry,  only  92 
sickle  cell  anemics  were  referred  to  the  Bureau.  While  it  is  not 
known  many  sickle  cell  anemics  who  are  referred  for  rehabilitation 
services  are  referred  on  a basis  of  a secondary  diagnosis.  Again, 
this  is  an  indication  that  sickle  cell  anemia  is  not  generally 
accepted  as  a handicapping  illness. 


Rehabilitation  is  a necessary  part  of  comprehensive  care. 
It  is  my  hope  that  the  Governor  and  Legislature  will  accept  the 
recommendation  of  the  Irvis  Committee  on  Sickle  Cell  Anemia 
that  sickle  cell  anemia  is  a chronic  and  handicapping  illness 
and  patients  should  receive  services  from  the  Bureau  of  Voca- 
tional Rehabilitation. 

Sincerely, 


Charles  F.  Whitten,  M.D. 
President 

National  Association  for  Sickle 
Cell  Disease,  Inc. 
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HOSPITAL 

'Vcute  Patient 
Care 


COMPREHENSIVE  CARE 
(Continuity) 


EDUCATION  SCREENING  COUNSELING 
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APPENDIX  X 


PATIENT  CARE 
Sickle  Cell  Clinics 

Quarterly,  Semi-annual  or  Annual  Checkup 


Clinics'  Staff 


Consultants'  Staff 


Pediatrician  or  Internist 
Hematologist 
Social  Worker 
Public  Health  Nurse 
Laboratory  Technician 
Community  Outreach  Workers 


Psychiatrist 

Dentist 

Nutritionist 

Ophthalmologist 


Services 


Speech  therapy 
Physical  therapy 
Occupational  therapy 
Pharmaceuticals 
Orthopedic  shoes 
Braces 
Cardiac  care 
Blood  bank 

Vocational  rehabilitation 
Dental  care 
Glas  ses 
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APPENDIX  XII 


TABLE  2:  ESTIMATED  NUMBER  OF  CASES  OF  SICKLE  CELL  ANEMIA  AT 
BIRTH,  APPROXIMATE  PERCENT  SURVIVING,  AND  ESTIMATED  NUMBER 
OF  SURVIVORS  BY  AGE  GROUP:  PENNSYLVANIA  1970 


Estimated  Number 

Approximate 

Estimated 

Age 

With  Sickle  Cell 

Percent  Surviving 

Survivors 

Anemia  at  Birth 

to  Age 

at  Age 

AH  Ages 

2,031 

— 

806 

Under  1 

51 

96 

49 

) 

1 - 4 

187 

77 

144 

| 523 

5-9 

256 

68 

175 

10  - 14 

252 

62 

156 

) 

15  - 19 

205 

53 

109 

) 

20-  24 

158 

41 

65 

) 

25-  29 

112 

32 

36 

) 

30-  34 

95 

23 

22 

) 

35-  39 

95 

17 

16 

) 

40-  44 

95 

12 

11 

) 

45-  49 

75 

10 

8 

) 283 

50-  54 

75 

7 

5 

) 

55-  59 

75 

5 

4 

) 

60-  64 

75 

4 

3 

) 

65-  69 

75 

2 

2 

) 

70-  74 

75 

1 

1 

) 

7 5 and  over 

75 

1 

1 

) 

Notes : 

(1) 

The  above  is  based 

on  total  nonwhite  births. 

(2) 

Sickle  cell  anemia 

among  immigrants  is  not  reflected 

in 

the  above . 

Source  of  Survival  Data:  Scott,  R.D.,  Health  Care  Priority  and 

Sickle  Cell  Anemia.  JAMA  214 , 4 :731-34  , Oct.  26,  1970. 

Table  contains  estimated  numbers  of  sickle  cell  anemia  in  Pennsylvania 
based  on  two  different  methods.  The  Bureau  of  Vocational  Rehabilitation 
has  requested  these  figures. 


George  Tokuhata,  Ph.D. 
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12th  Floor  Scaife  Hall 
Schools  of  Health  Professions 
University  of  Pittsburgh 
Pittsburgh,  Pennsylvania  15261 


December  11,  1972 


The  Honorable  Milton  J.  Shapp 
Governor 

Commonwealth  of  Pennsylvania 
Executive  Office 
Main  Capitol  Building 
Harrisburg,  Pennsylvania  17120 

Dear  Governor  Shapp: 

The  Irvis  Committee  on  Sickle  Cell  Anemia,  a member  of  the 
Governor's  Health  Task  Force,  is  studying  the  problems  of  education, 
screening,  counseling,  costs,  rehabilitation,  scientific  and  technical 
affairs,  and  comprehensive  patient  care  as  they  relate  to  sickle  cell 
anemia  and  sickle  cell  trait  in  the  Commonwealth  of  Pennsylvania.  A 
preliminary  report  will  be  available  to  you,  the  Honorable  K.  Leroy  Irvis, 
and  the  Governor's  Health  Task  Force  by  January  15,  1973  . The  first 
draft  of  our  report  will  be  completed  on  April  1,  1973  and  the  final  report 
will  be  presented  to  you,  and  Mr.  Irvis  on  May  1,  1973  . Hence,  we  feel 
that  any  programs  planned  by  the  Commonwealth  of  Pennsylvania  invol- 
ving sickle  cell  anemia  should  await  the  recommendations  in  our  final 
report . 

We  have  reviewed  the  Eleventh  Draft  of  the  Department  of  Public 
Welfare  plans  for  a Screening,  Diagnosis  and  Treatment  Program  in  Penn- 
sylvania. The  Pennsylvania  Department  of  Public  Welfare  regulations 
includes  sickle  cell  anemia  screening  for  all  eligible  individuals  under 
twenty-one  years  of  age  in  accordance  with  Section  1905  (a)  (4)  (b)  of 

Title  XIX  of  the  Social  Security  Act  (CFR  249  o10)  (a)  (5)  (iv).  The  De- 

partment of  Public  Welfare  Sickle  Cell  Screening  Program  makes  genetic 
counseling  the  main  thrust.  The  Committee  holds  that  the  Department  of 
Public  Welfare  regulation  that  "All  Black  children  will  be  screened  by  the 
use  of  Sickle  Cell  Prep  which  requires  only  a drop  of  blood  which  after 
appropriate  preparation  is  examined  under  the  microscope."  (p.10)  does 
not  provide  for  sickle  cell  screening  on  a voluntary  basis.  Indeed  the 
regulations  suggest  compulsory  participation  for  those  on  Public  Assis- 
tance or  those  receiving  Medical  Assistance  . Further,  the  Committee 
found  that  the  regulations  do  not  indicate  that  counseling  services  will 
be  available  to  persons  with  sickle  cell  trait  who  manifest  psycho-social 
problems.  Another  critical  comment  by  the  Committee  is  the  absence  of 
community  educational  programs  on  sickle  cell  anemia  supported  by  the 
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Department  of  Welfare.  As  a result  of  discussion  of  the  Department  of 
Public  Welfare  regulations  the  members  present  at  the  meeting  of  the 
Irvis  Committee  on  Sickle  Cell  Anemia  on  Thursday,  December  7,  1972 
in  Pittsburgh,  voted  unanimously  that  sickle  cell  screening  not  be  in- 
cluded in  the  Department  of  Public  Welfare  regulations.  The  Screening, 
Diagnosis  and  Treatment  Program  for  Children,  Sickle  Cell  Anemia  com- 
ponent appears  to  be  quite  frangible  and  brittle  and  not  in  the  best  inter- 
est of  the  community  it  is  designed  to  serve. 

Members  of  the  Committee  have  done  extensive  reviews  of  the  liter- 
ature, reviewed  brochures,  talked  with  experts  in  the  field  of  sickle  cell 
anemia  locally  and  nationally  concerning  screening  programs.  Many  of 
the  experts  have  questioned  the  value  of  testing  children.  In  fact,  the 
Scientific  Advisory  Committee  minutes  of  June  24  and  25,  1972  of  the 
National  Association  for  Sickle  Cell  Disease,  Inc.  which  is  made  up  of 
twenty  experts  from  throughout  the  country  representing  several  disci- 
plines noted  that: 

“Regarding  mandatory  testing  of  school  age 
children  - The  SAC  members  were  opposed 
on  the  grounds  that  it  risks  burdening  the 
children  with  psychological  problems  far 
out  of  proportion  to  the  benefits  which  would 
be  achieved,  particularly  since  this  is  cer- 
tainly not  the  population  at  highest  risk.  Al- 
so, the  low  risk  status  of  this  age  group  rules 
them  out  as  a priority  focus  for  expenditures 
of  severely  limited  programmatic  funds." 

In  the  Scientific  Advisory  Committee  of  the  National  Association  for 
Sickle  Cell  Disease,  Inc.  report  "A  Critical  Review  Of  Informational 
Materials  Relating  To  Sickle  Cell  Anemia  And  Sickle  Cell  Trait"  dated 
October,  1972  the  following  position  is  stated: 

"D.  Statements  Supporting  Mandatory  Testing 
Laws . The  SAC  is  opposed  to  any  advocacy  of 
mandatory  sickle  cell  disease  testing  legisla- 
tion. The  basis  for  this  opposition  can  be  sum- 
marized as  follows: 

1)  Legislation  should  not  be  the  first 
approach  - those  concerned  should 
be  properly  informed  and  then  given 
the  opportunity  to  take  the  appropri- 
ate steps; 
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2)  mandatory  legislation  threatens  to 
infringe  upon  the  already  tenuous 
rights  of  Blacks  - the  most  vulner- 
able group  in  this  case"  (p.  11) 

The  Irvis  Committee  on  Sickle  Cell  Anemia  does  not  find  its  position 
on  the  Pennsylvania  Department  of  Public  Welfare  regulations  in  con- 
flict with  the  recommendations  of  the  Scientific  Advisory  Committee  of 
the  National  Association  for  Sickle  Cell  Disease,  Inc. 

The  Irvis  Committee  on  Sickle  Cell  Anemia  is 

"...concerned  with  coordination,  confidentiality, 
standards  and  procedures,  in  programs  on  sickle 
cell  anemia  in  the  State  of  Pennsylvania.  More- 
over, the  "Committee"  is  committed  to  the  princi- 
ples of  recommending  guidelines  and  ways  of  re- 
ducing fragmentation,  duplication  and  overlapping 
of  sickle  cell  programs  in  Pennsylvania." 

Since  the  Department  of  Public  Welfare  is  not  required  to  implement  the 
"Screening  Diagnosis  and  Treatment  Program  Of  Children  Under  Six  Years 
Of  Age  And  Their  Mothers"  until  July  1,  1973  and  the  law  does  not  require 
that  sickle  cell  screening  be  included  in  the  program,  the  Irvis  Committee 
strongly  recommends  that  sickle  cell  screening  not  be  included  in  the 
Department  of  Public  Welfare  regulations. 

Finally,  the  Irvis  Committee  on  Sickle  Cell  Anemia  strongly  recom- 
mends a moratorium  on  sickle  cell  anemia  programs  being  planned  and/or 
implemented  by  any  of  the  Departments  of  State  Government  in  the  Common- 
wealth of  Pennsylvania  or  endorsement  of  any  sickle  cell  anemia  community 
programs  by  the  Governor's  Office  until  our  report  is  released  on  May  1, 
1973. 

Sincerely , 


WRM  :ew 

cc:  The  Honorable  K.  Leroy  Irvis 
Governor's  Health  Task  Force 
Helene  Wohlgemuth  (Mrs.) 


William  R.  Montgomery 
Chairman 

IRVIS  COMMITTEE  ON  SICKLE  CELL 
ANEMIA 


THE  COMMITTEE  RECOMMENDS  THAT  THE 
GOVERNOR'S  HEALTH  TASK  FORCE  REPORT 
BE  USED  IN  ITS  ENTIRETY 


& n ^ 


WERT 
BOOKBINDING 

MIOOIPTOW*  PA 

AUG  83 
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